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JRHEPH 7 AR 2RI & 1) IRBBIC - 72 JERMEDL )~ I EPUIARERE D —1F)

(RILFR+FmReraRt - #EARD B RS - B 380 -
A B - T EE

®1 BAE
E Bl
B E: 188, &ft
OB ELARE WEEE

BEERE © 11 REEX YRR, FKRE : JiEIRELbL,

REE  FRTES ABE(148) &Y, EF4BOEENE
RWLT128, LR HTERDKEMEIRMNE &
UEE AU ER T, TO/, mBEFHRE
LYLBEMI) T F—TX (SLE) BEEbI=1=8,
ik LH TREBRENTH > 12A%, SLE DEEKRERK,
FEBMEERO NG, of, FH5E2H248, 2
AELSHFE, BEESHAHEL--HRBHRIC
ABE LT=.

) IR PUARSEMEREIZ 198541 Harris Hic k- T
FENE S 728 L WIEREE T, A1) » IR IR btk T,
iz o AR RER B R MR, M/ IMIORAME 72 & DEFIR
FER 2 E LT E T, SEFA72 Bk, [RHipH 7 s
FEIC & 0 BBEIC - 22 RFEMEDL) IR BUARE RO H5
FHED—PIEZERLE L0 THRELET.

FEBNZ 18, e T, TR AT & S BT
T, B L QLR A L NV REFHZRBO T E T,
BRI T REZ L3 H ) A BURETT A
FRIGAES A (145%) A LN, AEF 4 s B
L7z7ze, BBer Rl CAEBSR 2 MRt bR 2 5 1, %
D2 5 AR L 1) A5 4 BoUIRii % 5 1T T
WEY, Zonk i, MEFIRETCEFET) T2 —
T A (SLE) »Stbiizlze, LthLEorhieghc
L7zhs, 5027 SLE B L O, £ DA 5 22 0 BIER O
BRERRER R Z DIGEMEIRRED SN FHA TL 2, FRS
2 H2AH, ZRIREESHRE, MEHEEAIIHMBL 2720
FHLEBHCABEL 2 L7z (K1),

ABEEnHEE T R 2 FK 2 12/R L 7. OHB LU
WEITIER T - M- B3l A TLA. Bl
L~ Japan coma scale T1 T, Erglde AN HIHE
TL7zh, RLUREEIRDSLNFEATLR, REKIT
FHH~OIEMRG 2 58 F Lzp, EEpHlR, RIRIEA

A EE - R S BR

x2 AREEFZHRR

HEMAR
& 157cm, $E 45kg, &R : 37.1C,
m/E : 154/76mmHg, #k#A : 60/min, &,
DE, FREFEREG L, B, B, BEAE LA,
BH LA . 1(Japan coma scale), S : THH,
IREk - A ~NDERBRREZRD H08, EBHIE, BIRITE L,
B tAEARXTHAERSITES,
BEOCECEAHERE, BEMOTELEEARESLV
ALTROBRBETERD S,
RERBRR ST E®, Babinski &5t 1 ERIBHE

1 ABeBrERER CT &

(H 5. 2. 24)

LNFEATL I, BEFLIZEAIEMREK TGRS IE
el i, BEDLEEEMERE, WRIEDA5E
SEFMEL L VELETROBREET238HFE L, B
RS SHE AE A 2 7  IEH C L 725, Babinski &I/
fcEEmETLZ. DL &) By ~vTa
FHER B E & R TIREATRRENE L 72,
ABEREDEER CT B2 X LR L EY. b, Il
FHES 1 ~ 2N D L o T, BME LRSS D
71/ E T ARIRIUEAS 2 6 172 LISMT I3 W & 2 70 Sk

207



#*3  ABTEFRERE(L) 2 BEREBExR
ESR 17 mm/hr Blood chemistry
CRP < 0.15 mg/dl T. Prot 7.1 g/l admission ——
Urinalysis Al , S63T % 1992 1993 intubation &
pH 6.5 ai-gb 28 % _Date 330 10,22 2.24 § 3.1 3.5 3.10 3,15
protein (%) az2-gb 9.8 % methyl - —
glucose (=) A-gb 96 % predonisolone |-~
urobilinogen (%) Y -gb 121 %
occult blood () T. Bl 0.8 mg/di Therapy
Peripheral blood GOT 13 Iun
RBC 494 x 10* /mm? GPT 9 1Un
Hb 11.3 g/dl LDH 500 1UA ” i - G) gwm
Ht 354 % AP 160 1UA ] e 2 "Hig
Pt 10.8 x 10¢ /mm?3 Cr 0.7 mg/dl _(.l)’ i_ .—y,
WBC 7300 /mm? BUN 12.0 mg/dl ) a—CL‘(Tg]—I\:)\‘
neutro T. Cho 201 mg/dl o OO = == O == . __ T ————=======1 - I T T TR
st 7 % TG 26 mg/dl < =30 —ssDNA
seg N % HDL-C 727 mg/dl 8 % 20| A a-s
lympho 18 % lp (@ 263 ugld 6= ; — a—dsDNA
mono 4 % FBS 106 mg/dl RPR (+)23 (+)23 (=) (+)1
ANA X20 X20 X80 %20 (=)
*4  ABTEARERIEQR)
[mmunology Cic < 10 ug/mi
RF <19 1U/ml aCL(IgG) 4.8 (N:<1.0)
LE test (+) aCL(IgM) 1.2 (N:<1.0) LD LREIZRED bNFEATLRY, BKRFTR L
RPR (+) aCL/3:GPl >125 U/ml ) HU*EZ’% L2 b»%ﬁ, L 7217 B 1 2 ‘f‘/l/7°l/ = va iz I
TPHA - Coagulati " R
- N o BV R L £ L7, F7o. MR L
50 mi .9 sec S o =
S wes B TraXxF—th, HEEREL LT~ v RS,
3 66.4 mg/dl PT 11.5 sec - N
c4 17.0 mg/dl (INR: 1.06) FRBMFEDO TR E LT ) eA— k5 2L £ L
ANA X80 (Sp) Fibrinogen 273 mg/d fo. Lo L Ztk, BMHEZEIC X 2 iR I3 1T L.
a—dsDNA  0.40 U/ml FDP 1.2 ug/ml VAL, MR BE |3 & B L L. 58 4 9% B 130
a—-ssDNA 253 U/ml AT I 108 % lU: [;Ifé -7 7»,&)/;?-“ W}ﬁm %_’ﬁﬁﬁ'i‘ L i L f,
—RNP - TAT 6.0 ug/l -
N S ABeHED & £ T 4 B CT okl % [
a-—osm = es! =
= N ,75‘ E
. s e R JTRL 7. ABERHCIZBA L R ERRH LN FH
ATL72AY, 5 2 9% B3 R B IR B O La Fi P 1o
bz VRIS EED b F L7z, ZDRIEHEICL 20
3RHLNFEA. HbOTRIFEITETL, FA4WHICIIR~NV=T 2B

Kz, ABTHRRA AR 2 % 3 |
BENEH LMD A LN, 2, BEO/NRMKAESR

4ITRLEY. RIRT

L. BZEEDIAIBOLNFE L, Lz a—RETIE
WG i, MARIIREO bNFERATL .

PRI & M/MRBEDOBAE RS A SN E L7z, B - B
HE JRE. MBHEIZIER TL 72, SoEmRAE Tk LE 7
Z MEbEME T, MG IE RPR M. TPHA BMETH
52 &) EMFREGERE RO b E Lz, 2
CHsol 3BT L THB Y BUiEHUAK & Bt ss-DNA Hifkh
btET L7z, BT ds-DNA Bkt c L7z, iy +
Ve Bk IgG, IgM & bickMET L. 720 Bip
W2 F )Y - B-GPIEAWKHA (a-CL/B,GPI) (133
BICHEIN L T F L7z, BEREESREREE T3 5 2 70 Bl
IFRBOHLNFEFHATL .

ERREER 2 X 2 IR L £9. ABe%4), BEECT 4T
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X 2 DERREEBICREYD 7. 5 498 HORENIRE%
DHEFC L2 b L THERIZEEET, 3ALHNEG
i HICJEEARSEH E eI S ) RSB 2T L 2 L 72,
Mo TEICEEEH OO EEZ R L THN T, 2T
oA FHREEE LT OV AREZICE & fnWC. T ¥ 4
S ETVF=Yar g RELIEZA BIAND A
) e rhikis IgG, IgM Sk & icket b L., MEEmE
Bt (RPR) HMETFL £ L7, /2. Hiss-DNA itk
S UHRHURIZ A T a4 FEERZICIZIZEEEL £ L 72,
B, Pt ds-DNA iRz Epetto: ¢l 7.

Lupus anticoagulant O #iZ D\ Tl A RE s 52



B3 ERER CT &ORB
A. S 1¥%A

(H5. 2. 24) (H 5. 2. 25)
C. £3/%H D. % 4%%H

(H 5. 2. 26)

(H5.2.27)

K5 IN—TATrFIATIS AL
CH ) VR

Lupus anticoagulant
APTT (N :26.0—38.0 sec)
1991.9.21  1992.6.1

patient 35.3 36.9
control -28.9 28.8
1 : 1 mixture 32.8 35.3

Anticardiolipin antibody

aCL/B32—-GPI >125
(N : < 3.5 U/ml, ELISA)

OD4s0nm
B2—-GPl (-) 0.537
B2—-GPl (+) 1.283

iz 2 i L F Lz, APTT IZIEE PN TL 7245
XYy TAMTAPTT BIEFHILL T Wz e kY
Lupus anticoagulant D FAEATREI N FE L7z, 280
BT A ) EHARD B-GPI DKM 2 X7z & 2 A,
PUikAiilE B,-GPI DFFAET 5 Z & THEBIC LA L TB ),
AEDPLH T A1) B HURD B,-GPI DARTF A TERE S
nFE Lz (E£5).

A-IFA7z 5 13 )R HPH 7 B AEZEIC L ) IMABIC E - 7290 Y
> RE R BERED BB DB 2 WE L £ Lz, A

&6

F LD

1. REEEGRERIC L YREICE>2i ) VIEH
RAREIRBED 1 PIERE LT

2. iV VIEEMWEBRH TIIEFETHERENG
FEMNOEEEESCTAREASHY, RE
LRBEENMVETHDIEEFAI oM

BITIx SLE 7 & DM 50 2 BIERIZAFEL TE 5 3. )
FEMERT) v IREPARIEBE s 2 b FE L, REHIT
(3 AT RN ENIR DB TORAZEN S 2 LN F L 72,
DT 3 — A TS 50 e . e w2 &,
EHOEIRBIEIEZ b Wz & &), #1Y) VIRE DA
12 & BRI DI B ATTRBEZED JEIK & F 2 b1 E L 72,
TR B > IR HUAIE BRI A 5 I M BB (3 581k
HFEMDLGA LW E b LT W 345, BRI 7% ks
FERIMTH Y, WIEICE - 2HEITBECH) FHA.
L LiE4FE, AREERE T3 iy R D Bk IC IR A %
BRI S N TEB ) . REFD & ) 12 BIEHY
7¢ BAZEVER MAF B E %2 B 2T RRIED H B 726, HE
RBBREIMETH B EFEZ bNFE LIz, Fho, KGR

BECIIVRIEO T FA1B £ UTFBEOHL A BETH
%)&Auff)ﬂi Lf’ (i%6).

S H W) CIREIUREGREORZEE, oy —
FABE S FE CHBEEENL ) w2 LiZLTw
Lh oD T,

BOHE B4 BEIIR (145%) 2, 1 FIZE 7L I — L0
PG L CwE L7eds, B2 T ERIRA At »
&, Pl BE T W L bHIEL
F L7z, FERMICEFATL T RZ )2 &7
P EV)HRIIH N T,

B [E X3 SLE & nEisiERE s BnwEd,. 22
TIMEREDEAL N IZOWT ) o FE T, Y
WL 7258 4 BEOMLGE D b MEREEEH) LDIET
FHATLD. F72.DNA HKDOHERS & FliikfE
DHEREIZDONWTH BRI ZE W,

B OE s nER>IEFRLLEESD F L L
2L 4 BEOMBMED 513 ZF DHEIZTEZHA
TL 72, WlZEN R 1% T DNA SLHlifRfiEnZ{bid H
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DFRATLR, FoMARMEIZ, 54 B2 UKL
72ZAPLLIFEAEELL TwEEA., BB
T3, PELIECRETL 20T, TMiElEL <
BY., HEMECIZE) FHATLE, Lz a—
BIEHETH-72Z &, TP A ) B HiikbE
Tho7leZ &, BEOXM bR EFHZ
e

EHERN  4EOYRIED & 2 Lo P A ) B HikR
PE. SLE k%, RicIfe & v BT LR22. 2D
LtanaTuA FRHIOFERIZOWTIE.

O 4 MEEN, BRRREDOHE TIIAT @
A FFIZEERAL ZF U 5w En ol
TWIEHATL,



E Bl & % (2

=

=

T I L 72 A

GEBRERRER) v vFEr 5 —)

D

AR)

— 1
AL - AN BT - B REE - NG IERD - AL

ff @ :83F. &
T 5 R
BREEE. WS : SICWAIL

MR ERSEIAZIBLE. GHNNMERLER. CORLYFEPSBBNSLRTS
&oICrs, EETHEAEHZZFMHENMIIERL /2, mETgEEU v~

FRAEMEOHEMSE(F. SA12EMEENICTHRAR.

ABEFREE : B &140.5 cm, 4MW37.0 kg, IRMEEMICBBER I S b IRKE:M(C K8
JEU, MEBTROKRBICNEHHTERNT 56, FRFCIREIL. ABT
FOEEP SM EMICBruitZMm UL, ELRICOELVOKRAHS S, MTTHE

x®1 BERESLUV
ABeis IR AE

PEREIBOENIO.
&2 ABEARERKE 1 BEhOEER
R, BE: REIL BUN : 11.5 mg/dl
ESR: 93 mm/h Cr : 0.6 mg/dl High grade fever Culture : Sputum
CRP: 7.42 mg/dl UA : 3.7 mg/di Infection Urine
WBC : 4500 Cer : 62.7 mi/min : Hlaad
(St10,5eg53,E01,Mo6,Ly30) Na :144 mEq/! Anfiraigla (iT.eloow] . BM
RBC: 288A K : 2.3 mEg/I Malignancy CT, ECHO
Hb : 8.4 g/dI Cl :104 mEg/I Numbness GIF, CF
Ht:24.8 % TP : 6.7 g/dl Ga scinti
PIt:19.57 RAHA : 40- Tumor marker
GOT: 15 IU/ ANA : 20- CRPt t. ESRT ? CvD th4 asp
GPT ; T2/ IgG : 2040 mg/dI IS_:?ruooI:)gic ex.
LDH : 311 IU/I IgA : 401 mg/di Bruft
ALP : 120 IU/I IgM : 331 mg/dl

FEBIE83m%, ik, FAMIFEE. P SF 3 AL 5o
BLOFEWE LT b, ANBEGER;HH. £22
DZHPLWEGHAT L) IcL) Lk ERTH
Fhic BAEi NS % 9 . BIEIIEIRIZERL £ L72a' 2
Nk EMLTCHEE ) 72 F RISk ENTER % ) £ L 7.
Z DD WEDFEET 57260, KR HBTHEEARE & %
D F L7, ABERE, IREGREIEICEEER M Z o, WET
VO ITEBIC IUHEIIHE S 2 TR, & 72 AR Tl i &
i AN 2 e Y QO B A o -k A [
EVOFRZAH Y F L2 MEICIIREZRBO £
ATLT (£1).

ABgEAE T, Mk93mm/ h, CRP 7.42mg/de & 5w
REEFTRE Hb 8.4 8 /de & hEFENE I & ZFBH E L 72,
Z OMUFHERE B & OB HERRIC 12 BH 2 < . RAHA, ANA
Y REERBOETHATL 2 ABERES ) 7 4032, 3mEg/

O XfERRL F L72h, ABRBIEREILL TwEY (K
2).

PR b MBS B L CREITRE LT

1. Abe#fgric BA L, #H38CLLLE % - 2568
2. ABEHIRESD & 7z A I B R

3. EFni v

4, Iykycie, CRP @7 & SRE T i

5. MERo M MEHES

kD s sabiFbin, Inbsh b, Sl ERER
& LR, BN, BERSFEZ bNELR. £
ZTRWD DB R a e SRR, VL))
>, CT, =a—, WHEkE., Ga > > F. Tumor
marker & i RS BB ZEH B & OB 7 & & AT
LELA (K1),

Mgy > b (X 2) Tid, A2 5DREZR

21T



2 ELEME

3 IREECT&

HF LA, MEFICEFEELRBOEEATLE.

PR CT 15 (K3) T, BICIZRFE 287, K
B AR RN E 2D LM I3 E L 2D T A
o I o

BEAERARIC BT, Wk, IR, M. B 513 —i%
M, PREEL & CERIZES SNT, v~ u7)
> ROe 3 BEYET L 72, Tumor marker (3 IAP o Al %
ALFE L7z, EHILEB L O TN bERE TIIHE
3% < .Ga ¥ FITBWTE T IEE & B B
ﬁ%%bitfﬁ ZDHRDEIT 27—, F#E CT, it
ABFCOMRIC L ) BEDOWRE N E L7, &
ﬁiﬁﬁ?ﬁ‘if“ti\ <% hypocelluier marrow T L 72 %°. %—Tﬁ
B & b BCBERREIC B I3 DH T, BRI L B
HIER-ATLR., FRBEARND>—H—EFEZLN5D
A4 =—, TAT »FHIcTTEL T L2 (E3).

HETH D Z & L) BYYER S B A L 5
HBNTZH, b Z 2§ 2RI/ 5N, EEoim
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*3 BEREKE

ERRE &R MBASLVHEDGS—KENE. nRE. ABEBHT

PPD : 0X0 mm

Tumor marker : CEA:0.8 ng/ml, CA19-9:18 U/ml, a-feto:2 ng/ml
SCC:0.5 ! ng/ml, NSE:12.1 ng/ml, |IAP:2280 ng/ml

GIF : HZ/ZL, CF: FEZL

Ga scinti  ETHR~RBHICREER (+)  MEOTLEN

Myelogram :NCC:7.2X 104/ ul, M:E ratio:7.9 , Meg:31.0 / ul
BREEOERBRICRERIZHT

Liquor : HIRR%:1/3, &A:43 mg/dl, $#:80 mg/dl,

Pandy:(-), Nonne-Apelt:(-), tryptophan:(-)
D¥A4=2- :831 ng/ml, TAT :26.9 wug/l

B4 @k

M-PSL 1gyyy
20
15 15
PSL [ 10 3

CRP
20.01

10.0 [0

B, BEER— A —DTUE, TEWREERT R 54
%Hh%ﬂmM*&%K ATuA FiaEZRIGL £ L
7z. PSL20mg/day L ) #5-%#Bd%a L. —K CRP & F&#
DUEER RSO T L 72H%, PSL10mg/day F TOMNR CHO
CRP »zEM 7% b5 L FEE RS, M-PSLIc L 57912
FkaEmL £ L7z, $hRIZ—R09 T % 1% DIC % 93
L. PEDIERIFEENZ L (K4).

KEOREN L LEIH., HELMUEY > £~ 7—IcB
WTERINE L7z, DT, &EBIcBT 28R E25IEL
7.

AR (K5) @ EEEMICL.7X] . Ten kO BERET 5
HAGEEZ o2, BERERRICIEEEL. AR
B IZRFEMER R & 5 2 b7z, MRRSEE9I 13 E S
Hi@@%&aﬂhﬁt FELZD ., MIEIR%RE TR

7o < TGMERE SRS — % 0 T A A s TS M il % 7R §

o &, R MERRRLIR O MR % 4 3 2 AR A

FLIE RS % & > CTWIES 2350 & R L 72, I



25 =8 M6 HB

el 2280 oz i w0 150 160 o e

X8 A (Bm)

‘ 100 n‘n‘ 120 130 uu 150 160 Tl SomA‘fl"} A E 2 8 0 IDO 1o 120

WX BRI & & F ) EEDOFIR~NDRIE X PR, EEEL ~22mmj<f L 7.

ROV e L), BHlE, intermediate type. Jili (09) @ MBI ZHOMEEIENZE 2 B F L 72,

mixed type, spindle cell type, grade 3, TNM 4% i T (M10) TIREL 2 ~ 3 nnk DBERART-HS i

pT1. pN2, pM1, pVla X 2Z#id i F L7z, ’%’kﬁ“#}%ﬂ\ T ') VOMEE & b LTz, L
A (X6) :MEERREKRELEE S IZITHEERDOFTR T tf:r‘1’~ Cid, TR 3TN FE ATED BV IF/NREE

L7. A l’l )fTJ;,-,@ﬁﬂﬁl_%m MisEE ¢lx, Mham s
(X 7) : Rk D ZHEDERMREET DOEAE % 38D & B0 SE SAK HI@Ed@bBRI}]l'F IR L L CE DK

T, FFosiE (K8) TidZ b DR IR MrldE L.
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K11 & x4

R DIRIER

BIRieeE

FRR B
HREEN IO (I PEMER AR L R ERRABROREN 5155
BRI

GBR B . WOURE. B B FTEE RBHSICFFPIER. EIEERY >/

1.7cm RREHERLE

! o250 |

K12 B8

Hit (X12) W
D FE L 7z,
UL TR R % 36§ 2 &, EBEFEOEASLE
fokzoohi, FF. &R, M. BRE. TEE, ) //\En&‘&
N@%%fﬂyk?%‘z LNFLR (F4).
R i?éﬁﬂ*k?&‘lﬁ’iz‘b*‘i%ﬁﬁ(‘% bErwubitTw

HRDGHE T, BERIC B iz

9. BT IR BT IR 2R o B Tl L 2 TNM
SFHD T Y 62.bch\T0)H§% 1E550%1 5 1),
LBUTTLR. 22 05 L ARERD & 5 7o lEEl.7
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K13 BRI OWT

3R IS AL
RMNEFE : 5%-48%. 10%-36%. 15%-27% (55084)
FERTRORE : RABARI HATHE
Robsons#i-Stage 1TOMMMEPR@ 7cm (100H1)
TNMSH T1(&2.5cmLIF) 5/550

R WSO stage am
[ Robuwon 058 THM (TNM W2 5)
((((( 1 WO TI S25em THMCMR
T2 >25em THACME
I MAAGGEE- | T BN2cOABARAN
OAN Gerota T R 1L Gerota BRAY)
L LN
MA WBWE HABK Tih WM FARNA
~RN NN (MEMMSRLC 2 L)

[T TR BN )
a
¢ A+B
WA IR CEMEM [ T¢ Genta BRA~ORRN
BAOWR
nAEER

EB LR
e 30%
wikSE 36% (51/143)
HES-10E 21% (17/81)
#Hik10-15% 33%
10FLULDOBSATH D E 77% (138/179) ICEHBAHR
AR O BENRENEG (micrometastasis) EFERNSEETIS

rapid type & slow type
BRELOAR. CRPEE. a2-globulin®d k&, B
3B LIEM : rapid type
3B LL LM : slow type

nanm %)

- ¢ Jiitd
RPWRAICEROER RO ST DIBE V]
pVia: MAMKRAKICARD Y
pVib: WMRAICEEOESH Y

FTAPRAICES RS : V2 ot
MHmEDOITOBE : VO g
V2 BPEFRAFELDN. VIICBLTIHH—RRAZL ! mesm

em KD EMIEIIIEHE IS/ N Ch o2 2 LN T,
F 72 BRIRAE A & BHMAESREIC 13 rapid type & slow type
D2TEFS D5 EFEZ 5N TWE T, rapid type & 13,
Myk)cte, CRP M, @ 2 707 > L5, F#Eo 4
HAR SHAULEBETH L DE v, FTHRARND S
A7 EINTWET, KREFNIZ 4 HH D SEE Bk T
HY. FEEB2L6 » ATHELTWEZ L LD
SATICERT A0 EEZ LNET (K13).
A3 IL-6DMIEIZAIT > T FHA A%, Biassx

IL-67E4:) EJ;}; EFEZLENTBY  ABITLEED S IL-6
HRELEE BMEREREEOFEAICES L w2z sy




x5 YA MhHAVELEER

IL-6
DERKAM. Castleman/®. BHRE. HETFE. 7EMX. RE
FrHifam, Mg, W&, BEE

CSF (G-CSF,GM-CSF,Meg-CSF)
W (KHIRIE. R¥LEE. BE) . LWAE FRERE LHE
B, WHROE. O0UE. WE, PHRIE. FHM. FTEIE. SRE

g

1

-
o]

FzoNFEFT. ZOEPELELDTA oAV EEEE
DHAEDPTERINTEN, INLEAINYA oA
b4} 7 TSI} FANSUE 2 S| iR NP ¥ (B
F§ (%5).

ASEGN I FERADI & 1) 58\ SEREFT LD A H5FEfE L TB
D, R L BRKEER 2 M —DRL TWwERATL .
EETH DI &b, BUEEEB L ORBYYE % 5 Bt
WEFIMRBRZERL F L72h, L L, BeLd LR
WIRESL T W2 SIIMTIEH S EFEZLNE LD
L G MAE % L B S5 2 2T, BHEEITVE
L7z, AEBIZ, ) veFEREDBKICH 2 LI
BWT, "B 0EHTNEEE L L CBIEESOESR
WEFELZ SETCINLEELZ—BIELTHELEL
72,

S HF eFMERNnEREZHL AT oA FiGEE

BAsG L 72 & & DR ERIISE Btk &13. LDH (3.
Nl EEMETL 72  LDH I3 FHSRERE EA TR L B L
BEF L ELHETEI) FEATL ..
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iE fl % = (3)

BEIC D720 1814 R ES
B s ERIED— fﬁJ

VT LTEET ) TR

(MRLFR+FRBE) Vv F > 2-) IUH —A - HE 3k - il =F - 10k o

ME1 IRKRE

M*3 ZFRH

FESAF

SRE:S31E (18 F8 ) RIERERAZMIHMETR. BB
ICTERT 20, ZDHFITERICEME. BREMmICEMREZA
RI3&E51Cho7z, S39F FAFHBRICTER. S41
RWTHERICEHEREE DT/,

SS9 FHRL U MR. BRBIEF ICH A HE. B, BEBASEHIC & MR
EEMERT LS T8, AESE, B#ERAHY Y
RFELEMEN, LEFETAREZ#MEL TWD, FT
BEERLSVLEEI—BNBLELES,

BRERE. RIRE: WRIR&ELAL

o ;’fﬁ%

"t o

(>—*>+)

HE?2 VRERERR

MEEIES BE 145cm,
REBRREEL
mE 140/90mm/Hg"

& S1kg

i®ia  70/min
G
S50
BAEAGER ()
BRENMRE REBLL

ThRE 74 74

{EEE 144cm
Es 80cm

FEVEFHE B v B RUE (Spondylo-epiphyseal dys-

plasia tarda, LT SED tarda) (&.19574F Marroteux (=
Hh—) GAMIERE LTHEEL B RFERED—D
T, —MRIZH) R %8 X TRAET 2 FAEBRE O/NNFET
E

REE OB A OREORIBEA AL S L, B
EICEBAETEATSIE S 5 DAUF T A, STk 4 13
REVEBUEE ) 7w F LB S NGRS wat
AIE (SED tarda) & Z 5N —Fl %KL 70D TH
HLET.

FEBNI545%, T, BUREIL, WERI314E (19564F .
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18k ) RBRBEE %I/ R BRI, ZefR I TR L
0L A, %0)@« BT BT, BRI % H
REHLHI12H0 F L7z FSMEICERERREICT, £
By A1 R BT 2 5 0 T E 4. [F594E S
AEYME, BB, WE. K. BREEICEE
ST AL 1ozt 0, ﬂ[f’i”s‘éé'/ B
BET) o~ F e anE Lz, LIERE CTHEL i
LTWE L72A, R4 ICHITRENZER L 4 off&b
By —IWAZZER DT L ETHICRERC
AT 1’%@’25{’&) TwWEFTA (KFEL).

MZRERAEICB VT, FE145em, hE5lke, B E
144cm, E%SOCH]&?EQLF%MWMAQE YELTVWET. &
BBREFCHEBLIVOBEEICRE2AOIEATLL.
LaL. 5% %ﬂi&@fﬁcT&@?ﬁﬁﬁ%ﬁﬂ@i L
7z. Joint laxity IZIZBEZHDTEA. T/, WREH
WCEFITREIZOONTRHATLE: (KE2).

MBIV E ZHET, 3 AT, "B LU 2oft
M (CBAETRER, KBAEZ BT 5 NdnFEA (ME
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ABERRASClE, MK B & O LEmIc B 3320 5
ﬁli‘d’/w (K% 4). £72, CRP (—), JﬂL{iZme/hr &
RIEFT R A RD T RARF BT L (KES).
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ME4  AbERERR ()

Hematological Biochemical
WBC 6500 nm T.P 7.1 o/dl
RBC 428 - 10 alb 60.3 o
Hb 13.5 gzl al 2.5 N
HT 39.9 % a2 9.5
Pit 19.3 - 10 B 8.7 o
Urinalysis T 19.7 &
HE 1.023 GOT 13 w
F =] ) GPT 9 W
] ) LDH 350 wn
A (-) ALP 212 wn
oY /=42 0.1 r-GTP 10  wn
Cre 0.7 mq/dl
BUN 17.0 mazal
Na 144 e
K 4.0 mEq/t
Cl 107  mey
Ca 4.7  wEqn
P 3.8 mEg/l

H&L ARERERR ()

Serologocal
ESR 22w IgG  1770mg/al
CRP  0.18nga IgA  252.5mga
RAtest <20w/ml IgM  198.2uma
ANA <20x CH50 35.4
F-T, 1.0wva
T 62 o
TSH 3.6.um

T, BHBEEHREBROMMEE RO, C2, CTEHEEE
FRELTWE L7, MlE (K 7) B & O (K% 8)
I DEAEE O e & 70 T 3. T B B AR IR T X A1
(MF9) TIHHAZEEEA2, KREFEFEOR Lz R
B, IR, AEREZELTNE L7z, TREBIE
(M#10) TIEARENEOFEA S L AMIE O
EMEE O T L7z, oM, WiE (K&11) ., Wk (K
#12), MR (X#E13) BIETICZ 2N BT B EHiRE D
it i % 30 T X % (K1%K14) Tld CM BEi D OA %
it & PIP BAEI OB MR 2RO F L 7.

FEBEIIC9m-Tc x AW /-EY Y F 75714 —HY
AHDOBERERDF L7 (KFE15).

. TREBEE 120 LN TRAER B & fEAT L. 1T
BEIRELTWET (KEL).

SED tarda (. RiRo X 9 1219574F Maroteux (¥ H
F—=) 5% F TMorquiol Bl & L THEI LT W
PG R MTEBRE LT, BRREED—D L LE
L7z, KA, MRS HEREO— I Y B 28 X T%
FET A EEBREO/NNET, BEEFOBRICHEL DREE

M&8 MEHEIEEDIURIE X R
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X #RIR

M%7 MEHEAE
X #RfR
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M&K16 MitRARBIETIEE X #RER

DEFEAH S, BHNETEBEIEAFIES 2 O
T (XKL,

AFEFNE, Moe, BEHEICA S N5 RTFHE, 19RIEIED
EH LI A SN A MEEZR LR £12 & 1) SED tarda
DEM L ZWE T L (KFEKI1S).

SED tarda O #EIBIE, FikOB MR (XEK17) %
7 TERRIEIR 2 b oS REI O 0T A, H
EITlE, FRCESCAR LR VWEEIHE CHFHET S
e nTwEY. ki, EREiOA OA 1L
RETHIENEVH, FEFIO L 1S BTN
2L F - F o/ PIP AT Lo LI,
B Y F UL B REEREET A
progressive pseudo-rheumatoid chondro dysplasia &I
s b0k L, EITHETHRRIICAELT 2% & RA
LERASNLIEDFNTIEDHY THA. ZOLDOITA
(. MEEREBRASET L) U FEICEST, INHH

MZX17 SED tarda D2
(Bannerman et al : 1971)

1) LRI

2)SEMS 14BOHWEICHBETIESE

3) BHORRBEEICLIERER

DNXBAARTEHEL EDOEFROE(LZH R
FLHHWG

5) KERBBREFBOERRE

6) fthDBICIZFFRAZS L LY

BR18  AERIICdr SN T BRPREVS

- REHELBLEOESR

19 FREDS SUTABNE GA. 1. B
..M. CM. B, B 2BIEH)

- SAEER

- RIREL

X%*19 J. SpangerandL. O. Langer (&
Spondyloepiphyseal dysplasias D748 (1974)

1.Chondrodysplasia punctata,Conracli-Hunermann-type
2.Chondrodysplasia punctata,rhizomelic-type
3.Spondyroepiphyseal dysplasia congenita,dominant

4.Morquio disease and other mucopolysaccharidoses
5.Spondyroepiphyseal dysplasia tarda,X-chromosomal recessive
6.Dyggve-Melchior-Clausen syndrome

7.Hypothyroidism

1.Spondyroepiphyseal dysplasia congenita,?recessive
2.Spondyroepiphyseal dysplasia tarda.?recessive
3.Spondyroepiphyseal dysplasia tarda,dominant
4.0thers

BRI 2T MBb LETHLLEZXLNTT
([X%%19).
F L (M520)

1. &B0%MEcmomCEEELLEEL, &Y
IZh72 0 RA & L TR D T T B RS N
B (SED tarda) &EZZ2bhb—flaEl %
| %

0. KEEFID X 512, SED tarda (3HEIF) L IZTEEICE
HLA R WEEFKE CHEELTEY ., L&, 5D
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I A RADOFTRIZZAD ST .0A MLRE{LTL.

B OHE@®@LuER HSUEERLvw) 2 LT, HA
BHEMRBEBEVE T, COHEOBELED
B3 wedridis,

W A EREFACBWTEEDERDASNET.

ff H RALOHBITKERZLIEHY FTh.

W B IhFChL)BREREETLIEND,
RALBELNTOMEAD LV EBVWET. ZNT,
29 LIBEBER 2o TH T b RPEE R
T2blTTT.



iE f & % 4)

Eosinophilic synovitis % {3 - 72 Shulman syndrome ® —
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fEEZE, 28, BIAFOBE 22, e ANET
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10 ATAKEAFRUR TRICTEA ORISR L
LRRRSBIRE. RAZEDN
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ME&?2 ABHSERE Mx4 mE
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FEFNZ21E, . EFRIE, WETKS L U T RO 337, 55 L DS A RO /2. WIS RS 2R
LEECTH H. BURIER, FRI2EI0H M, FFIZHER Hiﬁfﬂi‘i%ml%%%ﬁﬁm%aw)&#o 7z, EAIREAERY
o A RERICIERR & AR, EER XY LML P (i, IERE e CBERCST D IR TR, WS, 2w
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Z LI, BHEFEOBMOb LI, E/\?@(é‘f? RO LA HIEE RIS AT & o7 (IR 2).
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FAMUDIERS LB L, BB Z XD, RA ’i"ﬁ I AMEDRIE% 2% dullness # FF 2 T 7z (KF4).
bIWLEREAZZ L R otz. REBIHFRLIREZ LI F 7o, ABifr—BEOREIEANEO BB ZRikiB L UT
L. &B, FHIE L) HEAEARIIT, TADA BRICFRO TV S,
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ME5 ARBERFRIRERE (1)

B m Ef
RBC 425 x104pt T.Protein 6.4 gl CPK 53 wn
Hb 12.6 gl Alb 621 % ALD 8.6 L
21-Glb 3.2 %t BUN  14.2 mgal
ht sz a2-Glb 9.6 %t Cre 0.51 mg/di
Mev 92.2 pm? B-Glb 89 % UA 3.8 mg/d
MCH 29.7 pg 7Glb 162 % Na 143 mEqL
MCHC 322 % T.Bil 0.3 mg/dl K 4.1 mEgL
Reticulocyte 23 %t I°~§"B" g-g mg/dl g‘ ‘4":3 '“:ZL,L
nD. .3 mg/dl a 1 m
P 2.3 ju GOT 18 wn Tchol 158 mEqL
wBC 18500 /u1t GPT 10 1L
Neutro 40 % LDH 258 t # ﬁﬁ =)
Ly 25 % ALP 193 wn Bl ()
Mon 1% ChE 398 wn #0 (
Eo 33 %t 7-GTP 10 w & 6 O
(6105) rang 6.1 wA
Ba 0% T 15 UL #m ()
M&6 ABRBSERREERNE (2)
ESR 7 mm/isthr L ds-DNA#tE 0.4 w/m 5337 IgAtktk (-)
21 mm/2ndhr i ss-DNATEEE 1.6 AU/l &5 S7 IgGikék (=)
CRP 104 mo/dit gy me (=)
RAtest 6 1u/ml
IgG-RF 0.35 #SS-A#kk (=) YRy 7tey b
CA-RF 1.1 U/ml ;M SS-Bitk (=) cD3 76.6%
Ig6 1136 mg/dl # Scl-70#tk (=) CD4 33.4%
lgA  105.2 mg/dl @&y pOATHG (<)  CDS 43.2%
oM 1328 ma/d 4y onpppsk (<)  CD4/CD8 0.8%
IgE 12 mg/di
CiC 115.2 mgrar DRl =)
C4 24.7 mg/di HLA-A2, A24, B54,
CHso  48.9 mg/dl CW1,DRB10405
ANA 20 x>
%, 6105/mi & FHHIZE N L TWiz, #EEI36.4g/dl

&ﬁTL AW?iawar7U7U7%@@ﬁm%%
1 - EREREICEH 7 < LDH #%2581V/ ¢ L8R |
?#A%hé@& %of CPK. Aldolase % J5 4
BROEFIIRO TRV, RRTIREE LR ., #H#E
DR X IT o 72 DMERIN S B TH - 7-.

F 72 40E~ — A1 —Tld CRP 1. 0dmg/ d¢ & ¥k fE
RIEFMRAETIE) v~ M FEFIZBUTIE 2 &
b%%£7D7U/%77710 L EBO Lo,
PBPRITRTEMETH > 72 HLA S TIZ A2, A
24, B54, CW 1, DRB1 0405451 Td - 72 (5K 6).

ABEREBAEIERT R Cld, A @'”SM@%EJW
D BETE AR S A, BIESTE 2341 T L3 £5013.90/mf
EAER I A % <, MR TR Y //\ﬂm Y99% &

rHL,

BIRYICEN T2 DAk 1 %, HFREERIZRD o7z
(ME7).
ABERERg S X RIS RET R < (HMFR8), T2

FRICHGER CT #d C b MM RS D2 2 RIB§ 5
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RS 7_ ABRBSBEEN R

EHER 0.7 g/dl PR
HBIEK 90 /mm3
HiRiEE

U 2 /XEK 99%

1Rk 1%

2. 353 0%
HEE 38mg/dl

M*x8 APREFRIES
X-P &

ME9 ABREEE CT PR

REREZED
Yy FIZTWE, F, B, 2REEIC

Lol (H5FR9).
%58 Bk
Mg 2B 7-h, i X #TiEdmFE (MFR10), WL
(EF11), MBS (KR12) I2BOS A, IR
ME, AIKIEEFEDOREF A2 RO TV,

£l MRI T D joint effusion ZZH 5 b DDH
NIZEFEEF7% {, # F) =7 L enhance T b B 5l M
R RR T LR 2RO o7 (KFIZ). F7-
MjRBR B & OV BRES MR ARSI TR P 5 45 % 7RI
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ABebs sl X-P TR

EQY

l%m AR X-P TR

THREHRERO L o7 (HFK14).

FIR124E11A 6 B, B T ICAHIRBIETEE & AR %
ffjﬁ‘ L7z, B EBENRANCEY RA OFHGEE—HT5

AT R R PR 72 (RIFR15). Lo LRIAE (X
ﬁlG) BLOE R (RFR17) (EREBEEO
AR 2D TV, Fo, SMUAEEA AN cob-
blestone FEDEIE A DOFT R % 780 (KF18), [FHE LY
I A PR L 72

FRIUE I O fE PRS2 IERIE R T 4. KR HE
P EL g TH L. IF AMITIFERER DR © 520

2, WBEEBOERB(LOFTRLYROT. T //\f;kd)
ZH1& 7 4> - 72, sublining 1213 mesenchymoid transfor-
mation DT R 7% <, LFEEZEOWII, REZ 5 ARG T
5EHIRA OENEMMGE B TRAZELT
t.limimﬁwmmk@f&é.:@iitﬁ%ﬁ
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BF15 HREENR RK19 BREM (HERD)

MX16 HRREEER

MK17 AREER

MK18 AR

E TEARCESHROBRBEFED LN TV LDIIMAS
BEMBOEI L ZHEOLNE. F72 calf muscle B
LU, sural nerve DS (KF21) T b FEHEICIFEE
KOBREZRDON LA MERDOFTRIZEED SN\,

IFERERDZFE 2L N2 HilE. T RO M % % R
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M2 EF.

EMS. HES DRFRIRERT RO B

BRER - RERTR EF EMS HES
3] =5 ">>8 <%
RIEFR 45 49 33
BE (%EH) ) (30%) RUMERLENY L
T 77 B (98%)
REHRK BBt FEETHE (1989 4F) HR
b1 (i)
(%8
R MFREERIES 60% (> 1000mm?3) ~100% 100%
Rk +/= ++ ++
155 +/- ++++ +
BE - ++ 5
B% +/- +++ +++
o4 {214 ++++ ++ -
DA - BARG% + +++ +
FEIRERRE - FRMK - +++ ++
REHERE - ++ +
PRAGNE - +++ +++
DIREE - + + o+
R AR e L =
FFiR%E = +/- +
fuik 33 - +/- +++
w23 ERARRRER
10/31 11{7 11{16 11{23 12/11 1/9 2/2 3/5
PSL 4mg/H : 5 -
g P/ E| o/ JuidEl SuidiEl

114
methyl-prednisolone 500mgx3days

t - Frooe
37 . Ny - k“""\ Y g
fever ' bl ‘\f‘/w
35 -
ederna " [
R EnsE
2 17500 16400
WBC | im0 S w20 e
xi0t 11 13700
6 6105
€osino 4. 2478
x1000 2 492 1548 468 132 24 812
2 1.04
0.57
CRP
0.10> 0.10>
0 1 . .

TLEWRRREZ 2L, o0 RERIE S & & 7o 9 RYSE
RDOFEERABENTH L &, MK, FEEIrEE
RIERNEEEC F 7200 B, PR & USRI R OREE
VRV Ehb, HREREMREL, ¥ a2 -~ Ve
Lz 7 (HFR22).
EEZRIMIS S RN
F=va y500mgD SV AEER 7ok 2 A, B
B, BRI STHg L, DU O FIE b B H 12T
F 7R ER B D 492/mi & FHHH IR T L 7=,
OA F/SVAHBTL F=v 8>y 1 H4mgoPes %G L

EL7.

BMHEER LY AF VT

2. TDHBE D
AT

1S, WO BEM L 2o -729 1 H 8mgll
B, TORBRBHRERR CRIE~Y—H—bBEEER Y 4f
BRERED WA L Cwo/z, 7L F=vya vidis LBITE

1 HS5mgDOPREMHE L TV 5.

PR ER M A B 451, 19744F Shulman A3# i L 7258 K
FEREDREALYERIE, &y 70 7)) VIAE, AR ML FR 2K
WL ERET L 206D WiEE sz 26 %M
REIASHE SN TWD.,
FEVER T, BAETEATE I
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Bz%24 DIFFUSE FASCIITIS WITH EOSINOPHILIA

1. Four patients with a “new” connective tissue disease:
a. Firm, “puckered” skin tightly bound to underlying structures;
b, Involves legs, arms (and trunk, In some);
¢. Contractures (elbows, shoulders, knees, ankles).
2. Laboratory abnormalities:
a. Eosinophilia; blood, marrow;
b. Erythrocyte sedimentation rate elevated;
¢. Hypergammaglobulinemia (IgG);
d. Plasmacytosls; marrow.
3. Pathology:
a. Striking thickening of deep fascla between fat and muscle;
b. Collagenous hypertrophy;
¢. Inflitrate with plasma cells, lymphocytes; lymphold follicles,
perlvascular or scattered.
4, Response to prednisone favorable, but gradual:
a. Natural history unknown.
5. Pathogenesis:
a. Unusual response to undue physical exertion;

b. Host factors. (shulman. 1975)
N, FZOHBHBBEOWMEIH T 2L HTH

% (HzFR24).
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A NE L homing L72b D% OHDSMHEIZ R 5 £ &2 5
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REWRT 2000 T, RO GE T oM ER %
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DISCUSSION

W A FERY TS ERMEL . BEETD
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