OB ERICIEL, b/ ARRIE
HREEAL O, BN TR
A 180 Y il

#Z OB RAOEEORETREL, RERMN
KR TOFMKOMELEy /T ) v
Mm%, MRI THEAOHANALREZE,
FOHRBIEBRIERK LR BN RMEEDHN
BREEXRE, LA/ —BRECMEEEMMLE
DERBALNRNT &2 E L v FEEERIER
IRk LW L. mOE, BRK, KiEE
GHLTEY, L F=yorofRizne
L PUVA BRIE R BRAE L7, 1APRBRAMATE S » AR
BL, EEOBELROTMCEIRERICSHS.

C. BFAE

1) %%

BWE 20 £ (1984-2003) IZEEXIATICHRE
SHIEGI TTROFGZET 56 0] 178
ERUERRIE ST RF A R ESR8 (EREE/2ix T
BoOWFhhELdmEcmBEicizE, K
EEEBLURTOBEFD I bt |
DLLE) RETAHI L, FERMEGERCE
WA EE T L, BERREEG
EOIEE 2 W B FAICE I MRIIE L 2
ESBW THRBEIATWHWAZ L, BIBHEA
7oA FRIOZGREEZTTNHI L, &
BEEMMRERE 3 » AULETHD T L,
B L OB A DM iRl S B
L. B, BAPCARMEREZITTNDS
EF B EUECHITR SN GERA L.

2) Fi
RIBREAT oA FROEFBREIIHTIR
BcE 38 BIRREAT o1 FRIORE
T & 0 AT ERME AR IR R D BRERAER D3 e 21T 1Y
K (B ; BIBKHEAT af FAlOKREIZX
0 SFERER{E SRS DB RER B LER D

BREOCHFEIZSVWTIHER A2 L @R ; 8%
FRHEATaA FEORERIRERI L 5M
B HM LIS OB TR IR ICx LT
DEF DR G BLETH - I EFE =128
BANCEERRER SIRTE L EF (818), o5
i CERERG, RETR, 18R A BN L=,

D. HEER

) EEGRfR (R 2)

BEROIC 12 BRUAT OFEN L MEm, EFEHE
DFREERDDEMC S > o BSFEHEH
BETE,o7. BAFNIHBICHER - Bk
HMBIERDEZEETDEMNEZ Abhr-.
FOMOEEIZH L RETEN ST,

2) MEHBRBLUER (F3)
HFRERMBBRR OB THLRILILE, &
Howra7)) /MfE, FIFEEERALEDA E
IZOWTHRAT L7228 3 BERICH S veEiR R
LN ofe. HxOEMHEIZOWTLHAL
MRERIR LN o7, EHEHCHUZRE
BiEBFENSVVEMICH o728, HEHEH
AEZER»-7. BEREXT A FElO
TEIZOWVWTS 3 BERITHO 225 R S
niehaois,

E. ZF

TR TERR R T L2 B U/ I B BRIE AR R 2%
D2 FlEHE LML | FITRRMERRIERE
¥, | Bl g S EERO R EELRE G
.
SFEEERMERRIE R IT B TEER - BRRARR IE
BOEBEEY ZERXBBCIRL<Bbh
THEY, BETIFRETHIEELLNT
Wa A LhL, BREBRTHHIZENLE
PR ET ARSI R BHRELTLLE
5 Tidkden, ADEF, FFIC 6 T OER T

—310—



BRICAHTOEENR O, A THLERIER
EOBEKEE2ET2HL08EW. HELREE
12 QOL MEE TR RTWEEMEN LY, BHD
BT &Y ARIERNB RO THD. BBR - FIK
BEIEROEZ 2B THEATRETHRED
A EEL, AEER-EBEAEENDL
s ETE B LInERET > THED
REFFREEOHFEZRRATETHEL
EHC A OBEIC MRILERTH Y, #
DR LHITRIRE Th 5 2 & M O EIBEH LI
BHEHEAE .

¥/, AERSFEREIEROEBB LU
FEToM{b:MEREERTI LMo

MEEOHEERENRED 1 SITETFOND,

EEMMEE L OBEMA L LT, ERERIZS
BT RIET ZEFNRENT &, RELPOLF
BB SN~ DIFERKR A A BN D
Z &, SnMEEEICSRNLRERER L
A —BBEBLIRFROB{LERLIE, 1
ErRtAngnwo L, BITEERAT A
FEIWC K RIGLTRBIFTHDHZ Lo &
EFHh T3 Y22 Lil, BRETRE
fBoEEAHZ LN, RERERETHELK
e EREENEELTHD, BEORES
BV THAEREBMAEFINER SR, LA
J—ERPLEROEROH DEFRZLELHRE
ERTWE %N, BFORE THRIEICHFN
LEAN-EERME, REFR, BREEL TS
T TESRT L AL D, E L EE
(I B IEFR M iR EENE R O & Hl 72
EHEL H LN B T &M b heterogeneous 7277
Hic L 2KRBOESETHLHRELSHS.
TOZERAEEBH T ECLEET DL
EHHD. £, AELLEIMEREEICE
L TREFBRELHINEDLHTHT
Ha MY FKEOMIESTLREEICEDD

TEWETHLOLHDN Y, RARDMIK
BLDOEINRERTHL Y. WPhITLTH,
A%, ARG (FEF2) HNestEMEEL L
TOMEEFT D LIERINED, BER
BEEERBE L.

H L ORFT HEHATI OB TIL, EBiad
KBWTREEICRE 2871 2 EHH thEm
£<, Bk - MRBRERORZ S ETDIE
FINEEIE -7, BRBEIERORE R
BEL-EFRERDE, 14 FiF 13 SIS
B ENe. KEMTHD Z LITMATH
REAE»OIAE DRMUNERETCER L
R EIE R N BB LT D R MRS R S
. Ei=, BEFITE 12 BREUT OEF A3 s
W& inot. Bk - BIREEERORB DG
HEBEN L L, DRFITCIIEVEER
REAEENKNETHL LEDRS.

FZ RS IR LR RIS HE R AE <,
AEOREIE CREMZEFFARES LT
SHEEEME LRI E N, IRBWMMREEOBIE
BTHHRBERREEIC BV THIRED
BEIRGREZAE & el L CHZMIEOBE RN
<, fE, FOEBMERFNER o TH
AL EPRRENTL. KETHREHORER
ED 5 - AIEE, BNEE, BERRAR
Y UC—EOMAITRN T SRR
—TiENL ) THbH. BRRB (FEF 2) T
REERE ORERER 2 LR, it X bR
EixRatE 2 o fz, AEICBIT 3 AR EDRK
HERICOVTH, SEORNELETH
5. HERFEEBREBERRERR, BITRH
AFoA FOERE, FRBEEHMRIZ->NT,
BILFIORKKE R LI RERA ORI
7.

F. 38

—311-—



SEBIERR B ELE BT S EFIC VT

FICFBERMEREL ESHIC BV TRRL S
DI ERKRUITHD. B - BURSRRIER
DEZ=# I EMBERETS L8R
BTETS.

G &R

L.

Shulman LE: | Diffuse  fasciitis  with
hypergammaglobulinemia and eosinophilia :
a2 new syndrome? J Rheumatol. 1974, 1
(suppl): 46.

Rodnan GP, DiBartolomeo AG, Medsger TA
Jr, Barnes EL JIr: Eosinophilic fasciitis:
Report of 7 cases of a newly recognized
scleroderma-like syndrome (Abstr). Arthritis
Rheum. 1975, 18: 422-3,

Lakhanpal 8, Ginsburg WW, Michet CJ,
Doyle JA, Moore SB: Eosinophilic fasciitis:
clinical spectrum and therapeutic response in
52 cases. Semin Arthritis Rheum. 1988, 17:
221-31.

Falanga V, Medsger TA Jr: Frequency, levels,
and significance of blood eosinophilia in
systemic sclerosis, localized scleroderma, and
eosinophilic fasciitis. J Am Acad Dermatol.
1987, 17: 648-56.

Hulshof MM, Boom BW, Dijkmans BA:
Multiple plaques of morphea developing in a
patient with eosinophilic fasciitis. Arch
Dermatol. 1992, 128: 1128-9,

Farrington ML, Haas JE, Nazar-Stewart V,
Mellins ED: Eosinophilic fasciitis in children
frequently progresses to scleroderma-like

cutaneous fibrosis. J Rheumatol. 1993, 20:
128-32.

10.

L.

12.

"~ Salman

13.

Barnes L, Rodnan GP, Medsger TA Jr, Short
D: Eosinophilic Fasciitis. A pathologic study
of twenty cases. Am J Pathol. 1979, 96:
493-517.

al-Shaikh A, Freeman C, Avruch L,
McKendry RJ. Use of magnetic resonance
imaging in diagnosing eosinophilic fasciitis.
Report of two cases. Arthritis Rheum. 1994,
37: 1602-8

Sibrack LA, Mazur EM, Hoffman R, Bollet
Al. Eosinophilic fasciitis. Clin Rheum Dis.
1982, 8: 443-54.

Aelion JA, Wysenbeek AJ, Avidor I, Blum I.
Eosinophilic fasciitts (Shulman syndrome)
with prominent synovitis. Isr J Med Sci. 1982,
18: 793-7.

Jarratt M, Bybee JD, Ramsdell W.
Eosinophilic fasciitis: An early variant of
scleroderma. J Am Acad Dermatol. 1979, 1:
221-6.

Frayha RA, Atiyah F, Karam P, Ali Ahmed Z,
SM: Eosinophilic fasciitis
terminating as progressive systemic sclerosis
in a child. Dermatologica. 1985, 171; 291-4,
Rozborili MB, Maricq HR, Rodnan GP,
Jablonska S, Bole GG: Capillary microscopy
in eosinophilic fasciitis. A comparison with

systemic sclerosis. Arthritis Rheum. 1982,
26:617-22.

H. #FFEE
(7)  RXRE
e

CORE- === -

28 EEERE - BERMRSTERTE

L.

SEETEHED HFH « BRERTL

il

—312—



B1-a M1

X 1-a fEH 1 FIEREEFG B4 1-b JEFI1 A TRREEKE
X 1-c fEf] 1 {(kepmpapis X 2-a fEH1 FEMASE (FE)
X 2-b $EH] 1 X 3-a JEF]2 FIEEEFE (F12E)

— 313~




B3-b M2
XEBEED
(BB

i< M2
XEAMRI
GaRETIHRNA®R

B 3-b fEfl2 REEHERRER (F1268F)

3-c JEFI2 KERESMRI GdiE¥ T1
GiE e

B)d Emz

A3 W2
fATRMAKR
{(MBra1$EwR
BORSE

BR-FN-F8
twngins:s‘rﬁ
aOREN) B
X 3-d fEF 2 FikE - BE - FEEFRE

(TN 6 149 » AR OFER)

K 3-e fEH2 HFTREKRSE (205
149 »r AR OFZEF)

H4-a EM
e
(BM)

E4-b M1
FRERS
[€:1_3]

o

B 4-a JEFI2 REAEE ()

X 4-b JEF|2 REMEGER (HE)

—314—



M EBNLRBEGEOHE - BEFROLE
L3l amr EF SSo oM
F L Lok T + - + - -
L-bI 7R 27 DENR - - * - -
LA/—RR - - - ad t
Bna - - N . .
ek ag-NpOERdEL REOEAET DHAY DOEID BUo
pmersized morphanl) (R RBAREH) ERBE ZAAE EADE
FROBMME + - - -
FROET - + - Lasd t
LY} <14 - - - - r
LTS KX BUhEm, K& BUAEE BRIGN WED RE®
BRONRT KRORNT L2 14 L L1 MH L
aERR RE®)
P e (1) 12410 102001 1t Emizy E#izT
CPY A - T iz ezl
A w 143 1t emz sz
AA - +{u 440w} r hed 1
wn W an - - ®
ALERK - REASA~LZT - - T
[ 3.1 - - - Ead 4
E-l ) PSL0mg PSLYOmg  ATAJFAN 0-<=i 3k AFOLFAM
PUVA ASTIKARGE PVA G2
o L L ] ERRTLFR L5 LS L L3
EF RMAEKE 83 £ #HASS. OM (awrEced Topive
FEd MEKGER 4+ LELZAGhEERA + BandMR, +E2hAnERR — ARXMASALGLER, 7 XN
WO not done

2 HRERATOFAREIL DK -S&-RAROLY

13 2
ARAD AW w507

B vy ISHITELITY) 196I(AN041T.2)  2.78{31.0419.0)
122U F "2 L] 97
T (WAt 21 11 19:18
MBRY teErIITH 5 2 5

nErLaRE-ER 6 "
TEAITHOERREL »

Rexy [] 1 7

B2HuL 12 7 24

EARRXM () 3.96{19.0128.0}
{WiyAD)

6-60(18,4117.2)  4-82(15.1+12.8)

*peo0s

I HRERATOMNARS LK 2K - HaMoLR

-BESRELUAM—
LI H] (5 WA
aERE
AT XM 10mmm )
»Y [] 3 2
L 'l 2 10
PEITL 2 3 [
Byt Pl R CRE
by L] ] 1
aL 3 3 ]
ERITL 1 H "
EHRATRERS(>%)
L] 7 3 36
2 [] 1
ERIL 3 L] L]
[ 3.1 1i
»y 1 [ T
HL T [ ”
EusL 4 1 3
MG ONNEIN
L. ] 5 F
(18 4 [ .
ZRIL Q 3 5
ARERAFOSFNN L] 5 17
45006 PR 2 2 10
BME (AR NSAID(#) D 1 B )
pone|1} i o )
ESRE 13 ]

PSLANmg/AY (RHE50) 396 (19.0¢26.0) 880 (18421701

A2 (16.1£12.8)

— 315~




AT SR AL i e (HEFGIERR SR 72T 30)
SRR

2B PESRPTIE & 5% 2 LU 7Z Acrogeria @ 1 #

S RNrRE
BrE
A
Wy
bk

all &
AL
EER LA
fnE £
FRILFET-

MRES

BERS RS RSP 22 R FO R B R RE S
BEIS R PR R 5 R BT FUR BRI IR
BER RERFIRES R AR BN R 56T
BB FOE R R 2RI R B RN IR
BERFRFRES R ERES

275, B OB L VEERH . WIBK, FEEORMOEREEL, ARBRER,
FIKMOERS, ENMOEHEBRRNIb . FO X REATITERNE &EHE, BREEZT
P EIESIRE O ERUARBGYR H oo, T JURBO LA REE, nRELT, MEEs
TR TS REL TR T AREFRII o7, VT RAFZ 7 ny METREDRKRER

(F48) LIERAE (LB IR SR RMEFRONE 2 7 -/ EERP B L L
5, WTh bR (W AFE) I LD LT, REBI D REFREE NI = 7
— 7 EREFICER LU TO S RN R S k.

A LI

Acrogeria i 1941 % Gottron i & D & &
NICBURBEBOMR ARG L L LR OHE
TEMEZE b, MBOEE 72 33EE(L, RIE,
BREOEFLRELBRLETOIRATHD
L2, ASEIEE OFEE R R O R A&
MREN BT & =23, RFETH Gottron type
® acrogeria IEBW TR 27—~ DES
MEEREHEINTEY 9, COL3AL 57
Bt acrogeria F/2iZIVA (vascular type)
Ehlers—Danlos SEMHE % /- § meEtERE#
FEIRTWS 370, S, He idFEHLRE
BRASERN D 2FMEHFIE L OB £
L, WERR L OHRER» LG ERRE
PHESF MR ORI = 5 — 7 AR T &3

L 7= Gottron type @ acrogeria Z &5 L7f=D
TRETD.

B. fEH

HMOF 2T Btk

#l #£:.2000F3H2068

FIREE © FHCHE

BEFERE . fFmid &z LAzl

BUREE : $1vrk kv Em, B, BRHCBUR
BHIZL, BICHHEEEARKBAENE U, 13
BB L VIERBMESHEL, R0 theIZ
FHEER L. JERMOEFEMRE LD
LEZB L.

BORE: PIEIZEIEERELERL, E02
Fig. A5 HEEHTEHF LT £3 05

—316—



RIEEOMPRERET, £24, A1, 38BN
RioitkBaoftET s afifie, MP B
i, FHETICRSROBABTINE A
ST (J 1), A LERICESIRAEDS H
oSt BEHIHML, ROBHEITED LT
HZEICRAS. o, AKBREREEL,
WD 1, 5 BEO RS & ZLE D B IRIC IS
EXRETCOMRESR S (H2). #AHED
Pl EERIE L, ERLTW: (E3).
SIS, EUE, B R, FHEAEE
EREE, AN, FFERE, TEEERF,
BRREE iAo o,

BB  FEORESCHRARDEE
IR REICEE A2, IREREOILE
BEIARE U Tl BRI AME LT, B
RO - BE o, BiBDK
FAERMBICE N T H R BIRBHED L -
HE R R bz ot

FEHXHTR L4, 5 IORTEIIRAL,
E1~31E, ASEOXRHMBTLLUEL, b5
HETE ORI BT, EERERDEK
b, FEEREOR/MEER P20 (B 4).
BAREZFTR B4 L bICFRTREOH
ETFREZof, BICERMTHE TS REICH
%E - Biffer o (BS5). mERFE,LAT
ORI BAHIHIHS e,

BEORIRART R : ik, R, MR X BB L OCCT
FRRICRE T Aed o iz, FEIUE, Hlkr b
o A T K, #otopo— 1 HUE,
anticoagulant, 1 B 2—glycoprotein I Hiffix
EMET, DRBIUCREMIESEEITERT
hoto, LEORAL O 25 MHHEAE,
Burger #->@ MEERBEIEPAZELE (ASO) %
WEL, Bi%EEE LT acrogeria (Gottron
type) & BT L7, RE@EEEICS LTI,
TAT RS DND AR TERESRE

lupus

Lit®, T0#HE =T Brao7xo—
MBLUBRZ Ao b Y o LARRINES
HEBEL TV 5,

C. Fhik
BEOFERERB LT EFRIERESLY

B ERRESFRRE Y, TRa T —
Y UoBEERERE U, 28 RRERE kit FE
OBRHEEMREMNELL, VZRZ Ty

F&FTofz, = et o—ZET—EkHE
anti-actin antibody (1:1000; SIGMA, St.
Louis, MO) % 7= it anti-type III collagen
antibody (1:4000, SIGMA, St. Louis, MO),
Z kK horseradish peroxidase-conjugated
goat anti‘mouse IgG (ICN Biomedicals,
Aurora, OH) CRIE &¥ 7%, ECL system
(Amersham Biosciences Corp, Piscataway,
NDZBAWTHEEHLE., BH/2 Fik NIH
Image iIZ CTEE L.

D. &%
BEORER & HRERR D b 1T HHEFH
RTEb, IRa7—SOaRBRIHE
LB LTHEAD LT (K6) .

E. ZR

B 55Tt RE{LIEOERTCH D Werner
JE{Z -0 progeria DAY R ER KRBT ALz <
9, acrogeria DEIKRE L ZE DA T—EEL
fo (R 1). HICERAITIIHEIBERDBED
AL IEREMRD H Y 2 HEMEIE L ORI
BT LIRS, BB R, SRR iE Fay
RELHRERBOREFTRIA LR
7o, BIREHFR CHREDREOZRED
BAZE « REEM 3% Y Buerger 75 & ELIOBTR
FLL T, LhL, BENoEGERE

—317—



LRt b b O RIBRLER, FIEERIN
& (acro—osteolysis), & BIZEM & FEMN
RIFIZEE &SN D Z & Buerger RiZiWT
HREODTHETHI I EMEEAIL.
Acrogeria IFZNETERHAEED, 22 4]
(B8 8, &bk 146)) OEARBENDY,
EHRIEFRITI SR Th o 0. BOELIX
6 FITH|EZNTH D, acro—osteolysis!?,
FIeEM. N EEBRER, PIP BEfiofiMe
12, EHEEHMRRAE, 88 @ osteopenia &
reactive osteosclerosis 72 EA3d o 7o 19, Kif
ERRGEN D 4IP3 PITELFIIAELD
HEFREOEENRb . HEEMICT
DHEIGHOMITHEE T, MEAKOHIENE
feid#z<, BOELbRLERW. Lichio
T, acrogeria & WEOERRBERIIFTATSH-
fo. AETIRBEIIZ 1§, THO dgital
subtraction angiography 2Tt r=Hi#
HahTnaR, FELEMZ 22710,
WE 2 F— & T H RS D EF A
RRAEAY T, MEBEIZ O T 5. LEOHE
TiX, Gottron type @ acrogeria (& T
COLAI BEFERSME =T —4 DB
BB RERTVWS 30, HEFITH, MAD
F—IDEEFRSLTEY, ThboDk
FOMEECELOMMMERS LUBERR
EELIETWHOTIRBEVWALEER. L
fe o TEEOHRBDERIERRRR ME
X, ERCATHARERF B L CEMNE
DHRBEEREICRSELTH IR
5. BREFIFEHEERASLTR T -5
OERBEF LWV HIEEN D, Gottron type D
acrogeria DIRIERE XD L TCTRRIZBEE
FlTH 5. Acrogeria IIRREBTHDHD,
SEMMEEOEMNERL LTEHIZBL A
xLEZT. '

—318—

F. Xk

1

Gottron H. Familiire Acrogerie. Arch
Dermatol Syphiligr 1941; 181: 571-83,

De Groot WP, Tafelkruyer J, Woerdeman
MJ. Familial acrogeria (Gottron). Br J
Dermatol 1983; 103: 213-23.

Jansen T, Paepe AD, Luytinck N,
Plewig G. COL3Al mutation leading
to acrogeria (Gottron type). Br J
Dermatol 2000; 142; 178-80.

Pope FM, Martin GR, Lichtenstein
JR et al Patients with Ehlers-Danlos
syndrome type IV lack type III
collagen. Proc Natl Acad Sci USA 1975,
72: 1314-16.

Pope FM, Nicholls AC, Jones PM et al
EDS IV (acrogeria}: new autosomal
dominant and recessive types. J R Soc
Med 1980; 73; 180-6.

Pope FM, Narcist P, Nicholls AC ef al
COL3Al mutations cause variable
clinical including
acrogeria and vascular rupture. Br J
Dermatol 1996; 135: 163-81.

Smith LT, Schwarze U, Goldstein J,
Byers PH. Mutations in the COL3Al

gene result in the Ehlers-Danlos

phenotypes

syndrome type IV and alterations in
the size and distribution of the major
collagen fibrils of the dermis. J Invest
Dermatol 1997; 108: 241-7.

Abe M, Ho CH, Kamm KE, Grinnell F.
Different molecular motors mediate PDGF
and LPA-stimulated floating collagen
matrix contraction. J Biol Chem 2003; 278:



47707-12.

9 Burton JL, Lovell CR. Premature
ageing syndromes, In: Textbook of
Dermatology (Champion RH, Burton
JL, Burns DA, Breathnach SM, eds),
6th edn, Vol. 3. Oxford’ Blackwell
Scientific Publications. 1998;
2058-61.

10 Hoppe B, Lu JT, Thistlewaite P, et al,
Beyond peripheral arteries in Buerger’s
disease: Angiographic consideration in

thromboangiitis obliterans, Surg Today
2001; 31; 754-38,

11 ®#E %) Akrogerie ® | #i. BEHAH
1957; 11: 120-2.

12 Dowd PM.
Textbook of Dermatology (Champion
RH, Burton JL, Bums DA,
Breathnach SM, eds), 6th edn, Vol 2.
Oxford: Blackwell Scientific
Publications. 1998; 960-61.

13 Matsumura Y, Hamanaka H, Okuwa

Reaction to cold. In:

T. A case of acrogeria. J Dermatol
1993; 20: 572-6.

14 ARIREE, (URREE4E, (LWEER # &
EHA—F YV UEEAEFLE
Acrogeria @ 1 Bl ABEEH 2000, 42
109-12. (In Japanese)

G. WrFus#«
L. RXER
Hashimoto C, Abe M, Onozawa N,
Yokoyama Y, Ishikawa O. Acrogeria

(Gottron type): a vascular disorder? Br J
Dermatol 2004, 151° 497-501,
2 FEER

% 321 Bl A AR R F SR A L SR 7 £
(E 15%F2A 98 {iw)

H. RAFTAHED tHEE - B8R 2L

—319—



#1 Acrogeria DEGFR{R E1ER {5

REEEH TRUT o
HE-GE EH R~ TR o
s INFEE, BABOER x
B EEER (R, B, B), AR,

ETIEBRORD, BRE, ATHRER O
MBEOZE  EREHLVEEERE o
& -3 SN EERIER. FHEDacro-osteolysis,

BREE. HHARE ©
ETREEE  BRILELL o
£ il O
B R B o
EROEL  HL o
HEERE Gl o
BRI 5 o
s RICEL o

B F RSHRK 42, $5 40, 1670-2, 2000. —&fR %

B1 FHROBEEE EEBIUMBEGHETHS.

3 HAolkFtp. EREORRLERLEHD.

M2 ROBEKE ARBUEWNAHY, BEITA
EEB#ELBLLTHWD L3RS,

—320—



Bl4 FoXHEFR. REFELRIPEHEOEECRNESHS R £, L £).

K5 FOBNGEESR. KEPIREOZREOHE - BER1HS (KA. BICEATEE

Thd R A L ).

A
Acrogeria Normal
Finger Upper arm  Finger
T

Sttt

D) o —

Ce e . g
Type 111 collagen (70kD) FE‘W‘ m'%
‘:"«V.--; PR B

1.2

Z o0
-_f’ 06 S
= 04
% 02 -
e S N _
Finger Upper arm Finger
Acrogeria Normal

K6 ME=Z—5 4. Rt Immunoblot analyses. A Immunoblot blot analysis.
BIEREFH Lane 20 BEIFHEW LR Lane 3: % AFH B! Relative intensity of the
bands. M#E =27 —5 D/ F% NIH image # AW TERL, A ETh7 7 F 2 CHIE L.

—321—



EAESBHNENARMNE (BRIEREBRTEER)
SR REE R

BT D T2 EEPERR L 03 BUEIC AT U Te &5 TR BRE D 1 41

SHERE E BE

&t BRFRFPE LRI R GRS

TREFBh B8R

BAhE
whhE

HMREE

BAESE AHTERRFREREZRZMAMBEREEER
BEH # ATERFRFREFRIZEREEREBSER

SEFIIE, 38 BRActED limited BISRARIEDRE, FER 16 5 AELY, | » A CEFEICHAT
PO REMEEAHE LS. 7L FoV o 2mg Bic &L 2 AT A FIAHEBI 14, 2 7 C Total
skin thickness score 15 A5 9 MICHBERA LN, £, HEESE - IBFIEHRAZE (2004)

ICESE, BBHEEETE LT~ 7,

AU ®HIC

SER%E. 1| » AR TREICHATRHOER
FEVERR{LAS R L7~ limited BRRAED | £
Flizxt LT, BRI RT oA FiEgEE M
L. 2 #fC Total skin thickness score  (TSS)
DORELRDI=H, BET D, T, BEE
ST - IERFEHEE (2004) CESE, BE
Flioxt L CIEE EEEFME LT >4, 6f
HETHET S,

B.EH]

EFE : 38 5%, &tk

FIF : MATRORBEE L ZHE, TH., WEEd.
BEfERE : v =—F L U REREOSHS Y,
KRR . & FERE. 8 IEFHL

BRE : TRk 114 12 AL VETERELF
faiEiR % B 3. Trk 12469 A ¥R #12, Limited

cutaneous systemic scleroderma

(1SSc) & 2T E i, LA NERE, R 16 F

5 AL REICHEABORIEEELAHE
L. 6 AAM,

AR AT R « ¥R 148.6cm, &M 51.6kg.
i 36.2°C, ME 120/91mmHg. AR 78 [E
15y - B, WRIROSEEREL (B D). @k
ThE - BEER - BFERIC livedo, MERER L H
il 7%, Raynaud FEHRH Y, FAREER L, IX
SEME 2 L, TSS 15 AL,

ABERFRERTR

<m#EH7E>

PUZHE 640 £ (Discrete speckled), it
ka2 7k (ELISA) 2253, IgG 1160mg/dl,
IgA 138mg/d!, IgM 232mg/dl. WBC 9700/ 11,
CRP 0.1mg/dl, #FiL | FH{E 16 7mm, BUN
16mg/dl, Cr 0.5mg/dl, CK 751U/, 342 nm
¥y 18ngml, 7/ K7 —+ 421U0, KL-6
273U/ml, SP-D 27.4ng/ml.

<RIRE>

EE (+). B (). 24 #H Ccr 88.19m!/min.
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FEIE

A, 7L k= (PSL) 20mg/A D
PARIZE B, TSS T ARER? 15 A biBEEF O
2 ER#ICIE 9 fiCiERH LN, BRIET
FEARSRIC T PSLL2, Smg/ B NAREZ IR B L CTRR IS
BMEFRTHZA, B2 OkIic, PSL HAR
DR & ERe L TR ORI AT T O
FIEME{EOSBERL LR TV,

BEG B OBG LAS DRSS 2WT | BiEE3R
HEEEZFM L2, UTiC, SEOEHNTO
M as Bl B BT OFE RE T,

<l 2ER| ELEE TR >

(1}&H—A% : 0 (Normal)

(2 : 1 (Mild)

{3)FZ/% : 2 (Moderate)

(4B : 0 (Normal)

(B)iH ik

EEIE{EERE : 2 (Moderate)
THIHEEERE 1 Mild)
(6
RIEPERRER SR : 0 (Normal)
W& mESE : 0 (Normal)
(740 : 0 (Normal)

(8)% : 0 (Normal)

PSL EHEIC LY, REOEMEE R 2
(moderate) A% 1 (mild) =T L-. L
L, HEERTICEAL TR EEZ AT
AL/ AN

C. BZE

SEIF~E, 1 » ARTREICEMREOF
NEPERE (L ASHIER L 72 1SSc @ 1 T LT,
PSL20mg/ B DANRRIETFEEZ AL L. 2 ERMT

TSS15 md b 9 B~OKBEFBH-, BEEE
4R - IRTRIEEHERE (2004) IckB L, HE
MLt 5 X7 oA FigfRo@En & LT,
(Ddiffuse cutaneous SSc o EHAMH] : ERGEE
LR 6 FLA., @RI T, EREMEE (LA
EE, QRHELKEETELOMET : iy A~1
LIPS G RE(L 0K, REMNET. DL
E3HA®IL, 2 HBU LEFMLEERT
oA KEREBET DL HD, BRFITIEE
O, ONFFENRYTIEHESILOLEBbR A,
Fo, BEESD - BFRBHEE (2004)
LaEk, IMEBELLTRIL F=Y oy 20~
0mg/ BT, ¥IMBE%E 2~4 My T, KRGHE
Lo EOREST=F—LgMb, 0%
2B~y ABICH 10% T o< VEREL
TW &HD, BREITHEEREDEH - 1AW
EEAER (2004) 9V, IR A PSL20mg/
RCHEL.2 AR TTISS DREEEDHH,

IBFE 2 » A& DA FICT PSLI2. Smg/ B £ TR
EL, BERBPThHo2, MEENHA
BRio it CTOFMEME{L oK E LB, BiE
DEARBEIHRLENTHARY, T, £
BEL, BB EEEFES> R a7kT 52
ET, BEBORROELBRZIPTL, F
KNS Z DEEE S  IRRIEHEE (2004)
DERIERNBEBEND,

D. 3CHR
L

E.EERE
#2206 BAENESSEEHES
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I 4 B ABhF
X 1 EANEEeeE, EMRARIFOER, ARRFIZE., WEEHSHIRIC T TOREMEE B4R
i,

© PSLERSABT(AMEES)  PSL12.5mg/BRAREEF
(X 2 : I£43 PSL FAEERT D ARERE, BANEEBE 2 » A 120 PSL12. Smg/ BICHEMEOTE, @ FRB1D
AT DT TOREM M L DS EN A LT,

—324-—



BEFBRFHERFHED & (BIBEREERTAER)
S RREE

BEBL o TIRBIED 2§

SENEE £ EE

hhE -7

VAR U
VAR EH ¥

HrEEEE

AHEBRFRFEREFRITER GRS AE
TR Bh B

HEHBRFRFIRES R R B R EFH
AEBRFIRFREFRFAREEREZER]
A HBRFRFREFZRI R EREEER

BB ER BB LS L 2 EHERHR U, EF 113 55 R, Ktk 30 BRFRICHK
JELBET SR, 120 FRICSREETHEE, £0 2 FRICEMWBE R L, EH 2 1358 5%,
K. 26 REHISRATE L BWT S i, M0 FRICHEBE., O ERICEAMBEL MR L,

2HEFI L bIEER LT,

A, BXU®IC
BEFICEEEENHFRTDZ X, FHC
BEFBRIZBWTIRLI<AOATWESH, &
HERETCHOERENTETWS !, WEE
WEEBEAU LML 2 EfeBRLE
HERET S,

B. fEHI

FEF] 1:55 0%, &k,

30 EFFIZIRETE(diffuse type) & BT & iz,
FROMRE L UL, BREUVERESH D .
LA /s —ERTBED -, HERKEBEE
(speckled). i RNP Fi{kiitE, #L Scl-70 fifk
FatE. S0 RBRICRHIEMEMRAHHE L, LR,
mITEHFRICTRBAEL L Tz, FK 13
F 3 A0 52 e, EHERECERNLS
RUEFHIELZ S h, {LFEEK (VAD 4 7
=) ITO%, TR 15 £, 2 x4

KE (ft 5200mg) A%, BFERELBH
RaBRIC LY SREBTHAMEEA L, L)
L. ¥k 16 F4 AICEREERRGOHR
HEEEREh, FE 5 AR R TKIR L,

JEF 2 : S8 ER. ik,

26 BEERFICHAELE (diffuse type) &BEFEhi-,

FHROMME, VA —ERERDE, RER
kRt (speckledy, $T RNP HU{EMEE, $1 Scl-70
RRRYE, ity be A THERYE, Boh
REEERROIFR R /37 A Y 2mg/day
DHFBERICTRBABREL LT, ¥R 9
9 AD 50 BAFICERE L B E h A,

MR =M UIBRITIC TIEl U, (LFiamidsm
TLTHRY, EO%, Fik 136 10 AFER
HEMBELHRL. AR TREIREETL
fro EHICER 1S F 4 ARRMEERMIRE S
R L. EMTEMS I, SR Y o i
BEET L, RILETHRBIRZ,
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C. BE
MEIEICE T 2 BEEEIC ST,
1953 £ Zatuchni & * 3R LEICATIE DA (F %
BELTUR, W2 0BESLRERTH
5 BT DEMIEERARTRARE LA
AL P, SR 8.8k nbhTND,
BRR T B T T 245, LTzl
BOEHKEN,

MEE & BSOS E BT 3 LT,
WD 3 ODBF BEZLR TG,

1. EHMLREHETICE HRE
2. BREOCHREFEMLE LIBEORAE
3, carcinoid, multiple myeloma O X 52
EMIER ) O O IERER O HE
LICEL TR, BFICAWS AT ol B
DS EETERBEMHER L OREERH B
LB 2N, BEEREBREILS VT,
NK cell IEHEDIET *®, c¢-mye, c-myb, c-ras
. DEBEGFORENEE T TIL08EMNSH
D, RALHDENREELH D LD LB
h3, 22Tk, SRERMEMEME (CIT
I SMBBERBE NI E " HaohT
WB XSz, MBREICSHF LR EMER %
HIREEE R CHBRENELONS, L
AL, 1P LMBFEICEOF LIcMEMMED
ENEANEREL B ERLBETAZE, £
DFRBHOKFENBRLZETEERLH O,
BiiRI—#F L3zt nfElbHhs o,
32OV, EMEHED Dermadrome & LT
DRBEETHY, EREFLOKRHEND T
WERYA ML v EOWMENERIER
EREREZTLENIEZFTHD, ZDHA,
ERERICREENHRE ZIIHET 54,
BLU, MREORENOBEEE THLE
MEVEEREETARETHA S,

SE, BREIT 2 41 bIREEDN % 20 £

UEDOBICEBEEZRLTEY, MAEDH
EERERE LEBEORELIT S, LvL
FEF L0 TIREREFNEC A LDk
EFERIEEHITLTEY, MEORR L 2-
REIREME LB ETE R, ok, BEE T
AARTHEREZ G0 LICHMBIEIT A5 2 f
EEHFIOHRORE T THD,

D. #5&

EMEELSHTIBEMRE LT, FEE
HbEDY R EEBTHILENHD, FiChh
BEAMBE CHEMEEEICSHFT o0, B
BROPIOLIICEBEOMEMSELEE L, MK
EREOTERVEENEETHA,

E. 3Tk

1. BH 3E]: BERREE, 27:389-396, 2004
2. Zatuchni J et al:Cancer, 6:1147-1158,
1953

3. Okayasu I, Cancer, 54:1841-1844, 1984
4. RIWEBFE»  EHBEFE, 24
1155-1161, 1982

5. Edward BM et al: Arthritis Rheum, 31,
1515-1523:1988

6. Majwski S et al:Br J Dermatol, 116, 1-8:
1987

7. Alice K et al : Arthritis Rheum 32 :
430-436. 1989

8. AR AEIEN: BAERK, 41 (FFEH):
427-436, 1983

9. HULFEA: BRIEEDR, 42:277-279, 2000
10, fAFEFIIMEE 43:105-110, 2001

11. BTIEEPEED 75 B B2 60:405, 1998
12. FUBEEM MY o=F 15
150, 1996

13. FHMEEA: B K258 95:917, 1985

147~
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REXBRZHRABRENE (BRERBRMMRIER)
SHMRRE S

Morphea B2 2 THIFE LU e £ B£8R B IE O BRI R 8

SHEMEE BE F
oS FOIEE
wmhE EEHE

BB

RAERFERZERN BRI ERBITF
AR F R AR B R FHR AT
R RFEFR R ER R

Z 59 HMorpheatk K& 035617 U, generalized morphead ZMXh, #I
EHEMHREECERZE L2 E2HE L, FZ2ROMREL T, Wik
FEOSHEEL, MBFEORVED SN REEEEEE LU TiddEeE
HMETHD, IO EEERKEORECHETRERRELEL SN, &
DEDIT TREERREN S2GHEBREICBITTSH) 1T, Y9Lo2EHE
HEEMMEZELTHD, 29BEREOER &L TOmorpheakk k2 TH

FHLUEERASZDOBES EEZ 5N,

A ¥a
FREfE R FE (localized scleroderma; LSc)

EEFEWMEAE (systemic sclerosis; SSc) 3.

EBHICRBEOBELELRLE 2 LALRNICE
FRHEOHEZSHDAIHKEAL TVEA, &
FHIRRERIEBEMTHY. LSch 585c~B
freaz &id@BERN, LMLAEMNS, LSe
DHSScNERWLEBITLELENSHDL
PEENSGFET A ELEREETH S,

Chrisitianson"iZ & 1 iF23564 P24, Jablonska®
i K253 FH6FALScAn B5SScEREL 7=
EHEINTWD, LSc&SScTIIREBLFiE
MRESERDED, LScDIBEDES A
FAMSSCITET TR U R IMBON, £

TOEIBFAEBRINSTFHTSLMNTE
DNFERMICEDD THEHETH S, JHid.,
SSciCB T T AREAT VA ZERES 7
AO—TRABBEMHDIENDI T EEEHIT,
SSciZBITLRVTH A SHICH L Tidk
TROIVEFAICLELEDOLEZ S XTI
TRENIEHENHIEEZISNS,
bhbhiImorpheaft RZTHRL., 47
generalized morphead ZIT X N/, HIZSSc
DERMHBEL. HREICSScTHo 2%
BRLEOTHRETS L& BIC, HECHKE
LIEERAFTRIC DWW TR &,

—327—



B. fE#

FEF 1 ¢ 1 60K, it

132 : 1992457R27H

RERRE : ST REZ &AL

BEAERE : g RECERL

BRE: 9206 AMED, HiERRL
AIlE, TRICBEERERLHMHERL,

W& - AL TE R, HEREFTHE
it R b, AU o ELFEI N
A%, FeE, FEERTSEEL, MUREMEIC
ABt. AU FIRbIcTRA, FHERS
BERUEN, ZBMNTEBLRVED, Sf
2.

BE  BREICHEHEANSEREASSVET
DEAENOREEOBRE LA DIRLE
MO SBERMMEICSRL, —SiICiXE
ftaLdbizoTWWi: (B1), BEKHEIR
DEBVRE. BRERKIZZV, FHRICEE
{Eddiznat, TURESRIcHfn ISR L Tz,
HBPRT R EEMNS R TREIHSICMTT
BRAEOEE,

RE : U FERTHYE. /MRS,
IgG A 1881 mg/dl & B E & .
topoisomerase Ifi{kBatE, FSS-AFGIETE.
%18 : Generalized morphea &2 L, Very
StrongZ SADBIFEEATOA FR%
ML, BBRISIIHE - kT35,

BRILELBRLTHRAICHELE. Ll
AMH. NEOVHRBRELD, FEMSAHR
DOEEWLANHEL &, BRED X OFIBHE
oD B R DR RIFT AL D SSc & 2T
L7=. PSL 156 mg/HLDHNREMBL, K
BELIEFERICEE L, YBNS128ED

HEETLA /—Haidk, REEHET
LI AR RE 2 E OB R R IR DH N T
Wby,

fEF 2 : 3658, it

#132 : 199412H5H

IR fReREz &AL

BETEEE : fpig &2 &l

BRE : W122® 10 W AmMEK D, WERICAIH
AHRL, TOEMA, WETHE - ERL
T&/. 6 NAMCEERE#HIZT CK Q&
ELAMSEBHREEDN, XFAGFS
0.5 mg/BRRERE LA, 1 FAANTHE
e« HERZESHTLE A, TORBESZOD
IARNE< /2, Lfbg,

BIE : THRBIUVERICFERKETORER
DREZEE SR FILARNSHFEIIZREL,
—ECIEEB LR bR TE (K2), &
EOESEDHD. FHICEBLIZZVWA, TR
MmN ERL TV,

MR R HEMS K TRUZIATT
BRREDEE,

BRE  B/MEREIGE. Hitopoisomerase |
KRR TE,

#i% : Generalized morphea & 2. PSL 20
mg/HEOARERKB L. EBILREICH
L, BEOAREZEOA L5, PSLIZ
ez, LHLaNs, ¥120 2 E7’)iC
GNfEOL 1/ —BENHEL, ZERE
SO EEEMORIMOEBELAHELE,
EHIZLA /—RRPEHFRICHRETS LD
iZ72ol, METHEE. BRES I UHEIHE
D REEROEBFRMRELDSScLE
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7. PSLZBU 15 me/ Rz, REEL
RERICHELE. YBNS1IMERORES
THFERERUNONBREEIEDSNT
Wik,

C. EZX

BR2ARBVWSOHDOHKETZEHED
LScd % Widgeneralized morpheaé U Tid
FEERBBAANBD SN, £T.
Morpheatk KK WAL - eI FFRtEICS
FELTWEEANBIToNS, HiCHiIcED
SRAMEEREREEFAELTHI &R
K<HSNTNS, KiZ, F1ZRKHsS DM
HiHmS (NFB) Mo ThwialETH
%. NFBiZZ Zid R EQRHNSHEL,
BRUENBOHTRATH S, £, 2HEBIT
BRI T o 7o A%, BRI
LESERKEICRBRNBENTHS. Ch
S5O RIE, SScABITT DRI ERBL
TWEEELBTENTE S,

BER® & O XD 2IE®F I generalized
morphea L SScAHBEREH LI LBRTZZ
ELFIBETH D, LMLAMS, 258%K
fE B E I B P Morpheatk RIZER LT LI
RHLONDIENASNTED, TOHER
ARICE NS aEMKRE 36054 156
448 EB/BTHD, HEXD2ELINALS
FIRI3FITHL LM, BRIMEDEH
TS, EFHREEO—EREEBLILD
MELETHBEEASNTND., HRAD
Morpheatk 2% O HEMN 5 BELINIZSScD
BEEZITHED., 20 LS5 Imorpheadiss
TLEBEDERZE8H TR —DOES

D—HDELEBZLIRETH A,
BRFIZEBRFI T3, Morpheatk i, £
SEMEEO TR - AIROELE BICRITE
HATOA4 RARPEBIED T/, £
fo. BB, NBHEREHREAEADOAT
fOEELBIEERBEL TN, Lk
WoT, ZOLIBFCIRATOA RBER
TRELSHNEETDIIEHHISNS,

D. f3E

¥12#%, generalized morphea 2 1,
Bl GUHREMERER L 2HA2HE
L. MEROFRRLELT, MK HED
SmEZEL, NFBAEY oL, BEE
MREE L TIEEMATH -, chbHild
EONRBEOREREETREMALER
5D, TOLSK REEREENS2H
HMEEICBITT 50 &, HPk0eaH
BEEOHBEEZELTED, 2HHHMEED
fERE L TOmorpheatki RE THIRL L &
BALSONBEYEEA LGN,

E. 3CHR

1. Christianson HB et al. Localized
scleroederma: a clinical study of two
hundred and thirty-five cases. Arch
Dermatol 74:629-639, 1956

2. Jablonska S. Measurement of sensory
chronaxie as a diagnostic procedure in
scleroderma. Br J Dermatol. 92:223-7,
1975.

3. ARERIESD : EFBFIHRERERS

HEECLARERRED 2 6] HEEEK
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