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EAFBRENERMEE (BREREBRRVEIE)

SERT IR S

ARMHBEEICSITISRE/ OTY RKEFEICDNT

T ERE
BhE
BhE
whE
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whE

MAES

FiEE
=FA{EA
REEL
AR
EEE
LR —
EBHE

WRAFERFEFESRALR - EFEBERER LT
W KERERE S R AR SR SRR A
WA RERE SRR - BER R ST
R AERERE S ANER SRR SR
R RERFEREERNER SRS RERE
HRAYEAEREZANER - ESTRER 20T
HRKEREREERRER - BT RER 280

BB/ ZREFROEFET) FY b—F BT 38E /07D V KEE
£ (IVIG) OFMEMBEINTNWS, 4E. diffuse type DIEBEESRF SHITH
WTIVIG DFEZEZMET L7, IVIG IZT total skin thickness score DFELET
ARSI N, & SICHMFMRFNC TR EREORDMRD 5. LEOERE
V. IVIG 3 EERE DREHLICH L THETH D EE X s/,

A, RUBDIT
NFEMEREAE (systemic sclerosis; SSc) i3

EEBLUAREREOSELIREORE B, wH b

TH5% (1,2). BEEREHR/SREGLD

SHBETVFYE—FRIBIEREIO0T  mE ERREERTWERREEERAR

V2 REEE (IVIG) OFDMEMNBEINT Uz, RERE(LARENC R A diffuse cutaneous

Wa, BLE. MRERKEREIC IVIG % SSc @ 5 FTX L T IVIG 2fFizor. s

TR-27-0T, IVIG INEEREEICBITS BHEROEE, BELTESE, Iga RA, &

HAEICDW TR 2T =,
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fRE LRI D & B EFIIIRA Lz,

B5hE BHEACRRESOT) C8A L
H 1 E 400mgke/day. 5 BEED ST
iZTHRE LT,

B -BEFHE 155 £, AE., modified
Rodnan total skin thickmess score (m-Rodnan
TSS), iEEffk, EEIER (Raynaud FEIR.
HERE) . REER (RERT. BHER.
BETE),. NERE (HWLERE. MRk
fE. BHEE. OEE). health assessment
questonnaire - function disability index (HAQ-
DD . HEARREENRN 21T,

C. HR&EEH

IVIG2 ifif1# m-Rodnan TSS |3 587& b
BLUTHFRICET L., £HSIZIC T m-Rodnan
TSS QETHARETS 2 EMRRINE (B
1) HAQ-DIZ IVIG R TEidad o 7,
REORFLNL 2 FlicBWT IVIG fikok
EREZNRNETRN., IVIG BICEEE
OEADPEREEN (B 2). FRBECE
ERRDairo iz, REREOHEN 1 HiT
BYohiz, BHERELT, BOA 1 HIZ.
A 1 FIICHBE LR, FERBICTHE
L7,

UEDFER., VIG QR BEERED
ERBELIZEDTHE EEL N,

BATH IVIG RIBEEEEEBEORE
BhicHFHTH 2 LBIc@EZN (3-5). £
Tz tsk TOAZBWTHERELICHER TS
LHE|/EINTVDL (6), BHEICLD

VIG REFATHRAKROERIBSNSZ
ENHERE NIz,
D. R

1. Thn H. 2002. Pathogenesis of fibrosis: role of
TGF-p and CTGF. Curr Opin Rheumatol 14: 681-
685.

2. Ihn H. 2002. The role of TGF-§ signaling in the
pathogenesis of fibrosis in scleroderma. Arch
Immunol Ther Exp 50: 325-331.

3. Levy Y, Sherer Y, Langevitz P, Lorber M,
Rotman P, Fabrizzi F, Shoenfeld Y. 2000. Skin
score decrease in systemic sclerosis patients
treated with intravenous immunoglobulin — a
preliminary report. Clin Rheumatol 19: 207-211.

4. Amital H, Rewald E, Levy Y, Bar-Dayan Y,
Manthorpe R, Engervall P, Sherer Y, Langevitz P,
Shoenfeld Y. 2003. Fibrosis regression induced by
intravenous immunoglobulin freatment. Ann
Rheum Dis 62: 175-177.

5. Levy Y, Amital H, Langevitz P, Nacei F, Righi
A, Conforti L, Generini S, Matucci-Cerinic M,
Shoenfeld Y. 2004. Intravenous immunoglobulin
modulates cutaneous involvement and reduces
skin fibrosis in systemic sclerosis: an open-label
study. Arthritis Rheum 50: 1005-1007.

6. Blank M, Levy Y, Amital H, Shoenfeld Y, Pines
M, Genina O. 2002. The role of intravenous
immunoglobulin therapy in mediating skin
fibrosis in tight skin mice. Arthritis Rheum 46:

1689-1690.
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BEAFZHHFHERHNE (BHSERETFRTEESE)
SHEPFEREE

IaRAT 7 I RV REEERIT L

FEMERREHAREED 1 F

oEPEE £ BE

HAhE EGiEEES
whE 2| #
whE Bl ¥
MAER

e BRFEREREF R R B G G
LS S

A TBRREFRFGREFZMEHREREZER
HEBREFRFREZRNEREEREFER
£ ERBRFRERELRI TR EREF IR

52 R itk. 50 ARRF. MIEMEMRIC TARAR., A7 oA FIERPH Y =ik e &3 LI di/E
WIEL A2 VBME LIz, 20 L FEEEFEL - FHIETHAHE UEE & 2 & i, HRIHER
LE LA, SHARMB T 7akA 77 3 R/AVAFEER 6 7 —AHifT, THF+7Y |
U =Yoo rRERGFAE L, BARMIES R, BRMEEEE. SP-D filil, %VC, HFEERICHEN
‘Foni-, #EY. HnEER, BREESHL EORIER LT,

A, XU

SMEEICE T AMEAMM R, MAER
FOELBVWEROOEDSTHS, LMLE
TERAHEVADEREEELEATELT,
FrRRKEXT oA FFIEOHDIEIL2WNTE
TEMBRKMBIZILEAETHD, Hxid, M
BENR 2 &0 LICISBED | Blicsf L. &
Y ORAT 7 I RrULRFRER T, ES
HoEN-OTHRET S,

B. JEHI

B 52 BN
#2004 1 A8H

BETERE « IR e+ _& L i2L
HREE .

2002 FEMEEE D HEPREEOEELNSH
0. [ 10 AFEREAEHC TRIEMEMR & 2
W ENABE LTz, Z08R TRBELIIAS
HTHEMaT, AFaAL KPRy
SCE DR, AV =RESO LA
e sidcE L, BRI, 1 FEHD 2003
£ 10 AL v EEIEL, BHAETAHEAL,
WHEHE T diffuse type DFAMEIE & 22T L 7=,
2003 £ 12 AE L 0 R SHER A L 2004
F1A L AYRARBEL 2Tz,
ABEREBRIE -
FlRoZEEEL, M EEAHG G, @ik
DOEEELE GRLE. T OREELE
B, (M)

EEZLE @ THEFICL TN fine
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crackle 9,

Total skin thickness score : 16 %
ABEEFEE R R ERT R

WBC 11400/ u 1, Hb 13.5g/dl, Plt 28.6X10*
/ul, Nal135mEq/l, K 4. 6 mEq/1, C1 98 mEa/1,
TP 7.6g/dl, Alb 4.1g/dl, AST 46 IU/1, ALT
29 IU/1, LDH 461 IU/1, CK 741 IU/1,

BUN 16mg/dl, Cre 0.8mg/dl, CRP 2.2mg/dl,
ESR 14. 2mm/h

KL~6 2390 U/ml, SP-D 165ng/ml, ALD 9.5 IU/I,

Yoty 277ng/ml

G M 14 FERRE

Fizmk (—) . PIMIRERE (+), B Scl-70
ik (=), Hitr baXT7HE(-), il Jo-1
ik (=), HLUI-RNP ik (—) . FLSS-A bifk
(+). H1sS-B ifk(—). RA(+). RAHA(4).
PANTCFY B BAPLHE(—), AP
FY EHE [6(—), A—TARERKRF
(—). MPO-ANCA(—)

EARM#EE A R : pH 7. 385, pCO: 44. lmmHg, pO:
77, 3mmHg

Rt RERL

LER: BERL

Dxa— BERL

Fa &0 HRCT = @A FAEFC OV AR RS
BTHHTRAEREELRD, (K2)
IS EERRET : %VC 60%, DLCO 53. 4%

HE R L UHRR -

Agtk, 7L F= 30mg, RA—F /L 175mg
ER) =HROTFHRMIC A7 Z 1 EEEXNR
Laghs, = P42 % 3 BRERT
3 Z—NBEITL-, MM A - HREEE -
KL-6 - SP-D fEICEe ERAM A A Hiv, —H /L
AFHEIZRT L, TV F=v - ZA—50
ZWBEB LI MBER  ha— iR+
Tholrlh, RA—F AL LT NE

L7, BEMEMEMRMBTER LD, 2004
FAAWBBEV T FRF o R_ALREERL,
IEMET 3 7 =TV, O, AL k=
»17.5mg & LT 100mg, 737 ¥ | $EDOA
FR&DEAL, £6 27—/ 8Tk, MY
7 —4& . SP-DYHE, FHRMEEEE, %VCHE, K
EEE{LER, BRERICSEENA LN (K 3).,
2004 £ 6 A 18 Hifig& R o7c, = K4
YANWRICLBEHERIE., A RTEITRO
hydration (2 X AEEDREDH T, EHEL
bORENoT, BREEEORS T, KL-6
fl & IR R AEIC B b2 <, CT Ek&R
TlbAa LA TR,

C. £8

B, MAMEMRIETL, BREAHL
= diffuse BAOMBIEICX L, AT aA K
ZERONMRICME, = Fx4 ULk
6 7 —NEHITLIEZ S, SP-D+p0s+ %VC -
FRIFPEREE - BRAEIRILAER - BRER DL
ELR/RILNTE,

HF, MREOCREMEMEZIC 2T R
Y UL AFER TR, BEHL L
WOIRELRREND L IR VY, &
ElDLEF Tid, FEMEMEZICT LNBHZ TR
7aA FRIEEIT 7288, HFE0 OPREM
Fonho7=f=8, BK CTHREM BN
RICHLTRELEDTHHEINDZ S FH
YAV AFHERRIRLE, R BEEES
- IR HER(Q004) I L B L AR 3 D
severe THoT=b DN, 6 7 —/LETHEET
it 2 @ moderate [ZMELT, T2 K¥H /3
N ARER S EOMBERFRICBWTEOR
i an 3,

D. Xk
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1) Pakas [, et al: J Rheumatol 29:98-304,
2002

2) Giacomelli R, et al: J Rheumatol 29:
731-736, 2002
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AL 67— LERTREIZIE KL-6 LAt
X8 L7, fide~w— 7 —{li & TSS
BUTFhbWHEERTH o7,




BEXEHNZHARMBE (BRERBERTAER)
AR EEH

EHEREAER BT 2 HLER

MR IE LS E—

wBhE
mItEs

EHMRBIEDBREICS

3WT, TEEICHIEE IR L

PR E DX E AR RTAT

SIRKEMBREREE SR EM
FEFER SIRKERERNIA L -T2 E

BT 28, BRES I FTI T4

EEBEHI I F T I T ML, BARFRAENBLUVERNORER (FNFN Rype. B
LU Rippi) THHEFIRETH D EORFEDHELERR, BLOLRBOLNEN -/, JDED

BHOBRESEHEIRINCBREES VF /57 NERATH S,

—, BRI, fEm

BORTEEEBHIT, HESEREFUREERNEEOEF TREERIT I ENHASh Lo /-,

A I ZU®IZ

L EMEIEEEIC BT B IR EIT T EY
REOEWEMETHD, BEEROFES
T < M EAY R L EMEERE QMR 2
BARDENTNWD, BELFII7 111,
ERNRAEY OB L HETE 2 1%EDEIE
ELT, ZSHEFATOEOHFALZREL
TER(D. FAKTIE, ToIHFHEHRAR%E
MAEHYE, AEBIUTEHEOEBORY
- DEEERRIZ, SSc BIEEEOME, &
EEOBEREORFIZOWTRN 2T/,

B. BFFEX & & HE

1) XMPIIRHEREAE 58 £H (50£16
B, 7-805%) ThY., HEEEMHIZBWTHK
EREPLVZERENTON TS MHMRE
EEZHEINLEHTH 5. Diffuse
cutaneous SSc (dSSc)35 H LKL limited

cutaneous type (1SSc) 23 Fl¥&xHh 5, &£
ERBERHEREORREENTEENE
ETREIFVI74 TR I6EH, FHH
Y FV ST 4 TH 6 ERTH B, Total skin
score(TSS){E Rodnan D EBEIZHE > THEL
7. SSc BE®D TSS KT 8.62£9.1 (0-31
DOiiE) Thot-.

REYFITI7 01, Tc-99m DTPA #
10-20MBq ZF\y, Racol (KIRTIZE, &5
KR lkcal/ml) # 1E%/D 7-10ml, &
K &FKiC—mTWTLEZ, T0ik 30 #&0
IS B TEICERAELZDIRL, —FiR2FR

AREER D LD L. F—FUNER
64x64 EFET OS5 M/ 7V —LT 192 7L —
LDTF—5 EBENEL &, RIIZEAIB &
UL T2 B 0ERELE, BrdEERick
DHEFR D, condensed image #{ER L /.

, RE2EICEOBEEZREL, AR
DR EMR ER, COWRELD, &
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B 90 RhiRDirE R0 ZEEE L THW
(1),
PFEHBRER, LEOREICSERNT,

Te-99m DTPA %8 U7= Racol 200ml % fik 2,

TOHEE ($135), 10 &7, 20 &, 30 &,
45 77, 60 43, 90 731z, 256x256 EHRT, 2
i, ERRe iz TR LU, ZOR, &
TR EUMERBAMIZARS
RWEDITUTe, ##FE, BIZREOEEER
TLTAD Y FERD, Te-99m D EHMIE
EHEIT L. Zom&ky, 60 4, 90 7o
% (R60, R90) BLUERBEEGRLIick
DEBEMERD (®2),

C. WFFEpR

SSc DIFRI(SSc, dSSc) & AEHEIBRFMB
FUFHHEMOMFEER LICRLAE, AE
DEFEFREUMLE D B OANERY,
BB ETIIENTN RO0=3.4%+2.7%, 9.8%
+5.0% & 707, ifr, BAL&Hiz, 1SSc,
dSSc DMFEIZ RO0 iZ¥mL, dSSc TiFEFIC
REENSETHo . —7, BHHIZREAL
THEREZEEZRD RN/,

BEAO7 TSS LOMERRS DI,
TSSOLT & I0BAED 2Bzt B &, SSc
THEXEBFICILL TREICERETH - 208,
SEOHRTIETSS OFWEE, BWEMTO
BFEELRD o7z (£2)., £/, B
BEEIC DLW THEREZED RN o,

ZIT, BHETREOREERDEEICK
D2BIHTTRATDE, EIITRTED
i, BREEROSH DB T, Lfr® R0, B
fTO R EBIHFICHEBETH- /- (F0F

1, P=0.0036, 0.0014), BHHHOEFEER
60 13, BERERDIVEE 28.0%+4.2%, &
HRE39.8%£4.2%THY, AERBNTEES
7o 7z (p=0.057).

D. Z&

SSc IKBWTHILEREDSHEERES,
BREREOHEIRTEARTIINL, £ABE
BEITHHTIRGRN, BEREDOHEEE L
T, XBEBHICKVEHETLCTROMLE
EHDHIESLTEDINRENRERIMIIE
TRV, £, ARENICHKIEORES
BRTLILCKDHEAEMRICEI AER
DEEEFMTES, 24 ENDPDHES
F—) Y TREVROEECEEETET
&5, ESKAENERETIRETMNEDS
N52&bE<HENTNE, THEDHRE
BICHLT, BESCFIT7 0 OBBIL,
Y, EEMNLAEMOBRICEDIThbhak:
D, BREOCEANDLEIEBIIHITTEZS
ZEWZHB(2). EHITRI OBMEENLT
HBHETEERNORERME LM ORT,
TR EOERIEEENESE THD END
FlHEZAHLTVS, SSc TRIEFEEICHLT
FERBADRENELD I LIBLEIE D RE
BHB52). LhLAans, REUDPEEEED
MEIZDOWTOREIRESEN DAL D, &
HORIORCERBLTRES V> FV 574
DHAEZRHLTER GO. SEDRIAT
b, SSc OFFICdSSc H#P TSS BEQE T
RENBHEETSHD ZEAREh,

SSc ITBWTHEHMRMOEENET S Z
ERLAET L DERENHHH(2), TOHEPE
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WMBBY > F T T DEHENIEILEIN TN
i, SRIOKITD, FHETRZED,
BROFEERE N, LLER
5, dSSc THRKEWRBNEEL TH3E
FIICEB T2 &, WTFns TSSAHEETHD
BEEREETIEATHD, EHOMRELE
LTREDREFAREZLISRBRL TS &
NS ZERTELMBLNAZWL, HIELEER
OHFEIIRET S & BRI O I E
MASNDERANHZ Z&H I DREREMY
TWwa, COECHELTHE, EfEzHBI L
IZEDESITHREEET S,
REFITI74, BRHL 2 FT57
£ EDIZ, BEOGEMNDRL, KRBEED
JEMRAL D Te-99m BHI T 0.024mSv/MBq &
Pl D REIBITTERIRETHBG),
HEOEELELBICERMWEENDS BT
BB,

to
=i
nH
all

i

EHEMERRENDBHFICPVWTREY VF
T4 BB FT I T REITLIE
BEYCFF 57 0 ODRFEHBEEIE Y
PIFIITLICHELTEL, BH0oKY
PLEMEORINCER TS S, —F, BEHW
BRI, WILBREREFATIEFTREET
TIEMbMY, BEEPHRELOBREICD
WTSHRET SICRMNLELELRS,

F. 3K

1. fisF—, WEFER. EHEREAEICEY
LRERAERTOFE BRI, HEREMER

MR SEEEICBT 2 MR & RBigHY
IEFHEDRFE] Frk 14 FERE - T EPRR
& p. 195-200

2. Mariani G, Boni G Barreca M, et al.
Radionuclide gastroesophageal motor
studies. J Nucl Med 2004; 45:1004-1028

3. Kinuya K, Nakajima K, Kinuya S,
Michigishi T, Tonami N, Takehara K.
hypomotility in

Esophageal systemic

sclercsis: close relationship with
pulmonary involvement. Ann Nucl Med.
2001; 15:97-101.

4, Nakajima K, Kawano M, Kinuya K,
Sato S, Takehara K, Tonami N. The
diagnostic value of cesophageal transit
scintigraphy for evaluating the severity of
oesophageal complications in systemic
sclerosis, Nucl Med Commun. 2004;
25:375-81.

5. kEZEFLIZ L HSociety of Nuclear
Medicine

Procedure Guideline for

Gastric Emptying and Motility 1.0

G. TFFixEX

1. #WXXHER

Nakajima K, Kawano M, Kinuya K, Sato S,
Takehara K, Tonami N. The diagnostic
value of oesophageal transit scintigraphy
for evaluating the severity of cesophageal

complications in systemic sclerosis. Nucl

Med Commun. 2004; 25: 375-81.

2. FERE
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af R & DB RS 2004; 41: S187 (8
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#1 SScHBEABEBIVHHHONT A—F

3 B8 1SSc dSSce o
RiE fiE 7K 16 23 35
R90 37 fr (%) 3.4+2.7 83+2.3 11.6+1,8% 0.047
R90 BAfL (%) 9.845.0 22.6+4.2 26.7+3.4% 0.025
Bt EAE 6 14 14
LB () 39.5+7.540.4+4.9 43.5+4.9 ns
R60 (%) 34.0+6.432.0+4.2 35.8+4.2 ns

T RERE, * HEBICHLTEEEZSD D (p<0.05)

# 2 Total skin thickness score (TSS) & RAE B L UHEEH D/ A—4

o gilct TSS<10 TSS>10 D
i 9iE 71 ¥ 16 27 30
RO0 3Ffir (%) 34427 9.6+2.1 11.0+2.0% 0.008
R90 BAL (%) 9.84+5.0 24.4+3.9% 24.9+3.7* 0.039
BHE EMY 6 14 14
SRR (9) 39.5+7.5 43.0+5.0 41.5+5.2 ns
R60 (%) 34.0+6.434.2+43 33.8+4.4 ns
T+ EHERE, * WREBICHLTEEEZSHD (p<0.05)
#3 HEBEEHEREARBIVHIIHDONNS A%
BHEFEIRZL BHEERDD p
38 FE R 48 26
R90 3267 (%) 6.0+1.5 13.8+2.1% 0.0036
R0 BABL (%) 17.4+2.9 29.8+4.0% 0.0014
B EfK 14 14
R (4 36.5%5.1 47.4+5.1 ns
R60 (%) 28.0+4.2 39.8+4.2 ns(0.057)

T+ RERE, *REICHEEEDD (p<0.05)
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EL&5BHRFaRMe e aRERRTATH)
AR

13C FRRRAE R BRI AR B & Vo & B MR B E RS TR S 0 & B Y SR AT

SRS RS
BhE =@ %
MhE  ERET

AFRES

LB RZEEFH AR ET
AR KRFEERARBF
LR RFEFEHIRZ

LS AE 2 1 B0 13C P IERR R EER U2 Rk VSR O E BN
BIhol, TREAN20 ALY EFHEZ RS/, SER 183CO. &MY
ISR EREREOEERICHB L TR Lz, T/ — 2 HRIA 80 40 EIE
LIBEEREHET 2 R L T b & E 2 b, MEERERENE=Y -
TeHDOWEL LTHHETH A EHES N,

BWZEHK SHMWMEE (SSc) i
SHORBHBMEL L RHEBREE
ELTBERO—~DOTH S, T2
BREVEHT S, FICHLERER
B T0%DEFITERT S, BERE
L 30 25 40% DIEFITEHT B,
BTSN E X0 LE%
RANA B AR A D BT 2%,
BRSO D 5 OFRFBHETAAT
BEI e WP OEHREEOLAD
PEE L DIEFNFET S, LHLE
DHBEREEE=Y—F5)5EES
HETR. XPHRZ LTHEHERET
HORETI TERMNICTMT 285
L HERRV, 18C {RAFRIEER LT
FARIBREASLHBOBEHEE
Al B HEE LTHMESRE X
NTv 5, S8c DEHEREDERLNMH
Wi BR & LT BCRARIEERIE

SAREBREITo 72,

(Arge 5] x$5eid SSe 21 #i (B/4k ;
2/19) F3 51.9+138 5% (25 E~70
) FHRMRMN 6.3+4.2 4, Diffuse
Rl 14, Limited &Y 7 & U5 A 20
AIXHFEZIVEAELXHTHERE B
Tk olz, 18C REPRIHFETR LR
ERISHARE L A&, HILEERE

FREELRIELEE 7Y BCERES
FEREBE S 7L 200me (70O ST
¥ (M) Lo 280&5% 30
I 8EE T TIFRE TV I /8y 7 |2
R A& 200ml FRELL 72, FERIE 13CO,
DHELEZRAG XTI EE
UBIT-IR200C3R B F)THIE L 726 Y
v JHROBCAEILORRZEE % 7o
v MLHEATERE L Y 18C BRI
e rHI UMD 5 DR
BROWIIEEEDOHE % L7z, F 7781k
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BEIREh & L3 2RI — 7 Be ] %
WrE L7z,

(R BEA 20 6 (KHEFHERS
49+ 18 %) O 8 BFE AR COo HIE
P+ 2 RERED L 12% LD EETE
HEE L7z 70 3RFRIBATE CO [BUY
H23%LLEEREEME Lz, 11
SSc i3 21 PIDFER L 80 v b
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