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RRE  XFE0AL LR - G TR0 LT,
[ 4E 11 A MR 2 55 S iz, A4 12 H 2 B
B BUHE L A MBS 1 NR 2522 L, Raynaud B
%, PSR 10240 15 X 0 BESRZRED Nz, [F4E3
HURTIRA MRS HAEN (Mixed Connective Tissue
Disease, MCTD) & 2l & 11, PSL60 mg D BIA S 17z,
X + 246 A X D Raynaud Bi5¢ DM M, [RI4E 10 H %51
IREE IR R R B (A4 12 H 248 ABE. mPSL2 SV A%
4% PSL60 mg DBHAG & N, BBtk X O (EEfEE9E
A 010/ > X+8FEIAL TR
A7/ —)VBikh. X+ 9494 HE X 0K/ (80 ~90
mmHg) [, [[4 5 H 2 H BRI & M BT L,
6 A ALY RN ARE & 75> Tz,

BE1ERE  Fradsiiz L.

RIERE © FradFEE L.

ABREFIRAE . 5 149.5 cm, {AH44.1 Kg, I/ 112/62
mm Hg, IR$192/57, %, EEREH, S0 Eil - 598
(=), HERGTZAE (+), PHEALHE (-), BEIREEE (+),
F7 /=X (=), W78 (-), TE i, O (),
HEER ~FHH, R, g (—), DU (), 1354 (-),
FRAEPED 2 HiIER (—), #AR R BE R L.
ABREBBREMRE: WBC 6590/mm®(Neut 89.0,
Lymph?7.6, Mono 2.6, Eos 0.6, Baso 0.2), RBC 4.76 X
10°/mm®, Hb 14.7 g/dl, Ht 43.6%, Plt 6.2 X10*/mm?®,

o (WHERR 24F)

EN OREZHE)

X Q) r<F - BEHRD
Filft ERAYERD

X (V< F - BIEHRRD

PT 13.6 sec, aPTT 36.0 sec, Fib 376 mg/dl, D-dimer
0.34 yg/ml, GOT 20 IU/1, GOT 14 1U/1, LDH 315 IU/
I, TP 7.0 g/dl, Alb 4.0 g/dl, Cr 0.78 mg/dl, BUN 18
mg/dl, T-Chol 232 mg/dl, CK 27 IU/1, Na 141 mEq/],
K 4.0 mEq/1, Cl 107 mEq/1, ESR 9 mm/h, CRP 0.13
mg/dl, FANAX640(SP), #HidsDNAH{A 1.1 TU/ml, $1
Sm $ifA< 10.5 IU/ml, #1 RNPHiA 144.3 CI, #iScl-70
itk (), $iJo-14iiA& < 7.0 U/ml, #i B,GP1cardiolypin
itk (-), PAIgG 120.8 ng/10"platelets, IgG 1722 mg/
dl, IgA 41 mg/dl, IgM 107 mg/dl, C3 64 mg/dl, C4 14
mg/dl, JR: pH6.5, § (=), HEF (-), &1 (-), I (-),
BGA (0,10 /m#%45 F) pH7.44, PO, 74 mmHg, PCO,
30 mmHg, HCO, 20.4 mmol/1, BE —3.8 mmol/1, SO,
95 %, M S I AR - LV wall motion:normal, LVEF:
85%, LVH(-), RV wall motion: hypokinesis, TRI®,
PGmax121.9 mmHg, RVP131.9 mmHg.
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U7z, 8%, BEOHR (PR ~100) IcHf Ly d> >
025 mgZzH L7z, 7TH21HX D MEE FIcH L R
T rLw o Az 8 H 4 - 5 HFEE UKL R L fE
17, SHIBH K O IFRARNEIT LA A0 Y
150100% +5Ah 740 ixolz. 8 H 14 HIEES VT
F 7 1 W ERIER K UBN IRBOAG 215 T L 7.
W Sp0,IE80H KD B% X THIE L. 8HI15H,
SpOLIEFRA IR R L8O BICH U HE L. FaiIRFK D
Sa0, B HITIX T U, 4117 10:001CFELE Lz, RO 1
7215 C, B G, i) DA D RS b Tz,
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WAt R & LTlE, BE145cm, A% 429 kg T,
W& L, mFEOMRZES . MiTld, FIEEN
D5 > MUIMIFELZRD I > Tz DIF365g, =
EEIER (AR 0.8 cm) & ALFRDILAK (K1), sk
DILR b2 b 2588, BifiE i SRS % A
HEEZ BN

AP, B (Bk) < plexiform lesion
(K 2), intimal and medial thickening, concentric
laminar fibrosis7x ENFESH 5N, WHRATR & &b¥,
MCTDIZ S MM IMEREIC ST AR EE 2
btz £z, MCIDICHES &5 —DDfiR & LT,
I DR R B R R ERT R DG 72 72,
Z ORRR N2 — >1Z usual interstitial pneumonialZ T
EDTH-oTe. LTI, BIRORIEHE & BB LD
REEd LN,

2. ililc 228 5 N 7= plexiform lesion 77 9". Glomeruloid
EEME O LR 5.

i i ESiE LS BE 9™ % Heath and Edwards grading (3,
Grade 5 (glomeruloid lesion R BR{A £k 22, plexiform
lesion £ K5 %5, angiomatoid change Ifil &l Z5 (LI
hnZ T pulmonary hemosiderosis DR/ 51 %) ICFH
Y BeEZLNE HL, DPEOMEIC TMmEREA
D) VIRERIZTEA RS 51, necrotizing arteritis & &
TEAHMAREAHALNIZVE DD, grade 6 xEE
LEDbER->TVWE EEZ N kLT, itiE
MESE & U TR AR - MRk S 2R LT 2 e
THsELEZB5NT. 7235, Heath-Edwards D73 5HD
Grade 4-61C & 5N 5 M DEREFAINE L 2 /R T N AE
%, #8FR L T plexogenic pulmonary arteriopathy &
mEns.
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5 L FEAE + TV T I ¢ G5 P 6 2 AL 1
f£5), Heath and Edwards grading for pulmonary
arterial hypertension: grade 5 (plexogenic pulmonary
arteriopathy)
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BIEUR CEEEBDOZWHHMEZ TG E T 5 T Tl
BV, T O XD IRNERE EARREERE & S, DARTIEE
B DL W FEHE 72 5 7 IS T 72 9 RE B & SR A E R AR &
EEN TV, 1972 4E Sharp 5 3 HiHIHAD—DT
& % 1 UL-RNP HUAD 5, T SLE/PM/SSc DR 7= &
OEEOEEREZMCID M L, A7 A REITH
TEHRICENK L, THRMIOBERED & XNk
G Uz, Bickb1 13, —fRIC EEE R BB
[T HElE U 1% B0 AS, MCTD O 1213 L B
Ths.

JEIRE LTI, Raynaud Bi%R, MR, ZBHHiIZ,
FIeMEAR, FHREE L, BRI, A& e, MEE
fifizs, MEFMERIRR, “XHMERREN D S.
BRI 7 L R =Y\ > 20 ~ 30 mg THil#h Lk
FrER7.5~5 mgDIEFMNZ V. KEORIEKE AT
A R L T 2HREE UTIEMBESR, OFR%, *
70— UIEGERE, AhEi e, RS, MR
B (ARG E D D), FIEDOHREEND 5. il
IMTEREDRETH S D, 2RI EATa A
KA, RFIC Pulse #1572 ik A 5. BIEIH CIIZE I
Pl gesE, A (ACE FHEH], Caf&HialD, i
EHLRA (PGI2, PGED), {EEMEZIRILEZITS. A
A GUEHEEID I3 T a—v 7 2>, FIRA,
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VFLZVRA, TRITORT/—)VEHiEGE, TP HEeEIALNTERED, RETRERHEFOEDLEL

UYLt 72 —#hiE, NOWA, DOMfiFERBEZE &5 T EMHHL TE . JERE L TEDIEZ

ZERT B, &2 EDNZ L, MidiERE, A, OAED
TRICELU T, HEIMORBEREHEL FRE 2V, KRUCMCTD ZKiDT5[E 27R9.
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5. FMERTE D (4,000/mm® L R) & Fz i/ ik (100,000/mm® BLR)
B. B R AEARAT R
1L FRICHRR Uz e tsifl, 2. e, st (% VC=80%LL )
F F I MHEEGEEIR N DLco=70%LL R), 3. BEEBK N F 7213 ik
C. RN RARATR
LJHMER, 2. f@EMEREEE (CK) O L&,
3. FTRXIC 38U 2 MM B A A
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1. 1T D1 R ED B
2. 1T D BB
3. MDA, B, CIHODS B, 2IHY FicDE, ZNZFN1ATRI EA G
D D31z 72 3G 2 IR A RS GRS & 2 d 5.
T &
1. 1 UL-RNP FUAD K HE — H R IEHGE S 5 WIZEERAUERIE: (ELISA) O
ITNTE RV, 2720, “HEMUEIERGE & ELISADFEEN B LW EICIE
ERYEILBGE BT 5.
2. DU R OB A D B E O S S IR A MRS S HRR O W RIS TS .
D HiSmHik, 2) &I MliOHI A DNAFIA,
D FLE KAV AS—E1HUR FiScl-7041K), 4) FiJo-1Hitk
3. MM E 2 42 5 H1T ULRNP HUABZEGNE, ERED T0EArbka e,
BMERS SRR IC I NS ATEEED .
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