b R ERRSAHERS

B2 H/3S CPRITHETH 75

o3 8 [l tar L PERER AR R B 2= (CPC)
FECI6FE9 H21H R S EERIES PR s

E BRAEIRTRIC PU i, AFBRBRIE 27 52 U7z 141
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A2 KUK
EMER

JEF © 297%, otk

F5R CRE - i

RAREE © AEOR(EEE. FE\, VYRR Z AR S bR
85272, CRP10.36, CK1053 & F5H 7% 38 YH/EANRNC
ARt DT 3— FEF40%, fEEBTIS0EKEZ
SUEDIEOE R, WATHERRIE & 220 T DRBLERNC
TEF60%, CRP2.66 & ol LES 1258 HICERE. UL,
ZOBEKEIEIR, FE, VU mmoE, b
fE7Z 728, #5239 H HIC YR ERNRIZE. FBEH
NS ARt & x> Tz,

RIEEE, BEERE | Rl I XEHL L, WHEAL
ARBEARE : 5E163 cm, 1KAFH46.2 Kg, Ifil £
89/69 mmHg, ARf1111[81/ %) - B, (KIR37.7°C, LA
Ha U, MR, W NREED O, PURSE AL
NG, FEAIC —B L To 2 FEEAS 2 filUAl,  ffke
FHIEEIR L

ARBMREERR: WBC9930 (Neut80.8 %,
Eosi 8.6%), RBC421 /7, Hb12.5, Plt52 /7, AST71,
ALT88, LDH431, TP5.7, Alb2.7, BUN10, Cr0.44,
CK1131, CRP6.42, CH5038.1, FANA40 >, RF1.0 >,
MPO-ANCA > 10, Hbs-Ag (=) , HCV (-)

RIERX-P : CTRILAZZL, Hlid -1/l

DER - OHE10/5y, FREE, STTZbAL

DI O— EERGEF) LR, EF67%, LZEKKEZER
7711 mm

B - PUEN A LIS myogenic pattern

COVERHE e GO

AR E ST OREEEEE)
PPy 3SR BB (i D
pirzE KA (Vo< FRBEERD
hng A2 COMgED

GaY U F ke LM - wilge, Awild, A RBEERIC SRR
MEEEMRI : i RRE - Wiifilic THRICEHT 2R
(T21C T ke

fh4E#% ¢ Eosinophilic (poly) myosis

ABRBERE | VKOS ER E, SEEREY—h—,
SR E APURRRME. ARk, &R NSAID O AR
&L CCRP, CKIFEHMHMIC H > Fo DV I IR
1715, MEKX, Ga¥ v F, MRIOFTH X D 540%% H
EIC B AT, 4% HHH» S —E Mo ni ik
I, PR RO V2, 3ICTST ER, LT
J—ICTEF40% LK T 23R Tz, Z D% E Ak /R IE
REFOIR L, ERGEIROEHE, CRP/CKOW A,
DIZI— FEFOK T X OB RIS HBHL TV
Mo feMAT A ROEAZMKE LWz, 5449 H
FNCPE S 2 dk 2 > g v ZIRREL T2 0, JDffRERIC
TEERARNBIANTERL. DS 3 v 7 OIRREIC T HiBhTE
B2 (JABP, PCPS)EA L, AT 1A KISV ARE R (RXF
UL R=>1000 mg/ H X 3 ZHif7. $465%HH
DOLII—"TIX, EF17% & 2 HICEEET KT, %%
HE UTKAETL R=260 mg Xk DB L, PCPS,
IABP X D #Efid. U L.OKERE, B L ~N)LoRIE &
<, UEESCT LIdEEEERGIE & 2 Wr. Ik & 28 E Thh
EHRIRAE T, Z D% E EHE MG U2 =
DEER L, BUORHIHE TR E o 7.

m B

<ARME>EZHE163 cm, {AE38.6kg. EIAMICDH
HBITH -0, KICPUEOMZEMENEIL > Tz, KED



76 R TE

FERV VNHIERIZED SN Aoz DEEZ
320 g C, AEBENREIEE(LL Tz, BB &
£ 3 glc ZE i LTz,

HEBPRR - FIERNL 7 AR om AR (i) O
fkPT R 2 X 1ISRS. ZIHR BRI & &M - H5E
U7 BRI HEDN Z BEED B, FHRRARIIC G BRER
P2 MR LW E Ntz RISHIRREEOMFAT R THh
Zh, VUREOBEASH T, X0 F AN ERHES -
ivg & B ORHE(L 258, DED Y »ISERR T %
o Tz, WFREERIRIEIE HNL 729, 1EBMEO e
HIEIZ AL NG -T2, DTH, BIROMRHEZEHE -
s & M ORRMEE D RRD D NT=H, IR IE H
V7729, TEENE DO RHEIE I A D N o 72 (K 2).
RERRIE T & [AIRRIC, WRIE O RRHENTE & SRHEL DY R
HoENTz, Bl T, BRI EIE I R HE O B
ERRHMEE DRSS D NTzh, FEHEEIXIER Th -
Tz, HEBEICRF R IXREMAERDSNEN -
Tz, BETIIME ORRME L &V 2 SERIRI 2328 2. il
TR EOKE IR B X CIEE IS > RBRD
T B EINZ RS, T ORISR BT L T
Wz BEEEERMETH D, FEEEROEEMIE A SN

1. iR, WA IRERGR I & 221 - BisE R LT
R 2528 % .

2. il O.OHHRRAT L. FRRHED DTS & B DR L7z
%, RM LTV RIEMIIEEAEDY VSERTH
D, HFEEKIZEE DTN TH - k.

Jebt, At

mhho Tz, 2RI D72 0 IS IR E R DT R A
SN -l i, BEEEHTIE, IKEEICERD
R R, Pl ORIMEIC XS EEZ BN,

ABNZ, GFEEERMEZ 75 (eosinophilic polymyositis
EP) L LTHELEWVWHMTRZRL TW5d. KIE
D TR TH 2D, FRCUBEERNE 2 0F B hE
(hypereosinophilic syndrome : HES) IC &9 % #il
MHIBN TV 5. ¥ (Layzer 5: Ann Neurol 1977,1:
65-71) TH HESIC A LIZIERIDME TN TWVS. &
BICREIA C &1, #lrh, KA eosinophiliaZ’
RHHNT, HESOZMIEMEZH/- L TWiEnTI & T
»5. #wEICE, eosinophiliaZz % { EPORENH %
A (Stark: Arch Neurol 1979,36:721-2), N5, Wb
I EP without eosinophilia & &\ 5 N E JFREDIFEAED
HEHEINS. £z, EPTIE, BB K TOHEEE
K7L 23T LRINEHSENTVSD, AT
&, BT - DINA TRl b NTBMERIE & [FERD
JNZEDS, MEFRAE, B, ik EZEiR TR oNnk. T
DOFTRIE, EPK D ILHEIPHDOigdsba s 2k Lo %
TEZRLTNA.

RN

ERE . UFBERMEZ R R B K COHa k% IR RE

BIRZE . 1. KB % (f5237 0 253 @), 2. FlEds
95 -t (B130 g, AF1520g, B 110: 110 g),
3. AH6rEsE, 4. @IEZE Gl @, 5. B
JKGE (7K © /2100 : 200 ml, $REETEME, HE/K
e, 6. DEERIFR (100 ml, B, 7.
GREMAE@Q5X1em), 7. EIF (2fH)

BEIEER : EPICATE LIz O0MRIC X B0 %

EEHRS1

GFEEERIIHE 2 Dl es iR Ui Ez & 72 5
TH, ZOHEEOUEEEROIEN - RO, ZL T
ZND =KD D LWV S BT DWW TUE AR E
B2, AFEGNSUFREERTEZ R &0 D ik
JREBTH > T2h, T ORBOUFEEERDIZ T & AN
TH 5. BRI T OMEIRZE 2 9 & OICHFEERIY
hnyEMR AL hypereosinophilic syndrome (HES) D% 5
N5, AFEFNIFFE DG REERIEINIZFED TV RV D
THESDZ W RUEIR G712 S 7m0 DS, Flt, HESOJREE
BN K E IR AR S NI=OTENEME LIV,

ek 5 HESOERKZBREICH N BN T EDIF
Chusid 5HV1975FICHE L TzE DT, OUfEEER1,500/
p LULEDOFHE (6 » HLL L), @ZF4&H, 7 LvF—,
Z OO UFEEEREEINE & 7= 3R DR, O fEk=E
DJkfE, FEIRDOIIEHTH 5. FEKITIZHESIERIZ
WiTH D, WREEREINOIRIAZAEH T Z R WEFI D3
BEDHDEND - 7z,

& TAM20024F, HESEE B EHMEAMHEOE



T RRIEIR TRV PR

P THBHABLF O Y VFF—VHERD A F =T
WEHE WS TP RE SN A<F =71 ABLLL
AT & I/ R EESE IR 52 754K (PDGFR) & C-KIT
OFuTrFr—LEHEITLIEND, TNEDH
FTHEEMAET S EEZ 6N, ERICZNHAHE
Nrc. $7xbbaFRMAql2 FOFIPILI & PDGFRa
O REZRC LT I K 0 A Ra L,
ZOMEEANDL BN, ZOEAMEHENICF O
VEFF—EiEE D, ENDUFEEEREINICBEfR L,
ERARFZTORFIENEZZ T EN oI
(K 3). DF D HESDOZ L OFNIIESETH - zbly
THs. TNE THEZICEET /G E M Fidg ek
BEEERWNIC KB EDTH - TH, TDX S M
POARREICEDEDIIHDTTH 5. 7272 LHESIHE
B 3503 B FIPILI-PDGFR o O#j% 13 50-60% (T Ol
BESBRESICBEBI T TN Z0ENS) THO,
RN DEREEE > TNBEDIFTIEAREYL. —HTD
B FREEZRDBEWVIEFTE AT ZTIHENLT
BD, AFZTHERMEFIPILIPDGFR a LAY D>
TFNVEENRHZEDEEZLNTVS.

HESOLEFEICHT 2 A < F Z T EEORIRICD
W, MRARNCIEERRE L 72AY, OIEIRITSGE Lk
Mol e, MEREEELZE VS WEDN
Ho, FEHEMIEE > TOERV. IBERFOLEED
WHAINRENRZOREDOERICKSDM0E LN
AN
EFREERIZIENC X 2 i dRbed 72 & 7o I R B OFE IR
2L H3H, TNENDIEFEIEZ DR, ZFOEED
JFIA « SEREE B RIA T 2 ICIZINEED B 2 1S, 1B
DEIFEDT=DHITIERE D ZNIEETHAH EEZ 5.
IBERE2

A a1 DNERIT & 2 i REERTE 2 7 %8 (Eosinophilic
polymyositis, EP) [3#id THiREERTH 5. RIEE
13 19774EIC Layzer HIC & > THIS THRE S iz, 25
DFFHRICUr B ER 2 A & 3 B ifaDE LWV 7z
ROBEETH 5. B, B2, BOAER, KHEED
Ir E R R EREIRICINZ, HEIR & U T EISEN
OFJMKT, MR, i, B¥E, TRNAHLNS.
MK FIEERRICORN £ TOEAMICRUTETTT S L
fZAE S ML 2. EIRLASNC, ARFID X 50D
BOHEDESHEICA DN, LR, OFE%E, OF%,
CEEELFRTZEAND 5. ODEIHEZET S0
TR TPHENEN., & 5IC M5 E#E IO < Raynaud
B, IVFHIMm, WEIREEBE, RE0rREx & DRk S
JEIR, iR 7a EREOHE, RMEHEEENRH NS
Badd 5. IREg FESCHREGESREE, HE R,
W PRIt 7 & 0D EEE 7 S T E BRE IR 72 PR W FRE U 72 il
LHHE DS, BT R TR O 4 BEEREE N, CRP

, WFREERIZE 2 S L7z 141 77

4 Oncogenic fusion

ql2
deletion

3. 4F/A0{kql2 D FIPILI & PDGFR a DAV R I i
LK omEE PG L, FryrFF—EiE
M:7% & DFIPILI-PDGFR a Bl & EHAN DL 5N5.

(Schwart RS : New Engl J Med 2003, 348:1199 % 0 )

ER, ks, CK 7))V R I —Xx & O
O LA, E&m, sy a7 ) VIMENEDSNS.
UL, AHIO X S ICHfMICE Uik 2 58
W55 AR I O Uf W EREE N 72 388 72 oI 6 530 %
IKHBND. I IEHEMRMNAAIRTHS. MRI
(T25&FE G CREHOEEFEEE), Gav vF 7 I L
(ARERNINDEGA) EHHTH D, FEIR &8 THM
EBALIAEIC BRI D.

EPIE RIS, U EERIE 2 i (Hypereosinophilic
syndrome, HES) & {19 % A3, EP TIZFHAEIRD F14,
WFHTH DL, HESOZWHMETH % K TD
BN R BB ERIE AR S NZWEGE N D 5 mihY,
HES & D¥L[ETH 5. HESDZEAHEIR AR FE
T 5D L, EPIXEIRZUHICHETTT % D & R
O—KTH%. HL, FEFIERD DD THRNEPIE,
HAEHESO —Hi & i EfIF 5N Tnb. HES T
eosinophilopopietic growth cytokines TT®H % IL-5-°,
T KD IE LS NI aFEER & O i X N 2 vhastk
YEki (eosinophilic cationic protein, ECP) W&\ &
NHISN TSN, EPEHESFHEERICY A M AA Y .
TEAAVING Y ADRREMREEOTLEEZ BN
TW3. LhL, BEZNHERINEOD, THE
RIS R RHARIC i BEER DRI 9 2 DI R E N T
WRV. IBEFIEHESICHE L CTirb N, HEENMDL K
HOATHOA R (L =V 4560 mg/ HEL F)
MBI BIEENZ V. IRBICEPTT 25501, g
mHFIOMH, Kgy 7a7V %5, INF-a&hs,
leukapheresis, b4 (hydroxyurea/vincristine/
chlorambucil), HHiMT £ Z MG 5. EPIZHEEK
NCIZEAEHEIRT 2 LDIRWVIRETHSD, iiw
IRV HFREERIE N Z2 3R T, KA a7 A RIS
ZATERSD THBINZREDUEDTHS.

© 2005 The Medical Society of Saitama Medical School

http://www.saitama-med.ac.jp/jsms/



