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JR 5 4 BB i+ P4 AP 2 (Primary Biliary Cirrh-
osis; LFPBCEMET) L MM AEME L A
CRERBLTERIIEHTLEI 0L 2DHEA
ELTHORERFEOMS B IN T,
ZLTHMEDEHDVHREIBOTH RV, TD
EbhbhidB#HIcBWTRIE., PBCEHNII
PERLRBRE YR L2 ERHROED % R
LD THRET 5,

i

K.M.66i% L, WR¥E..RBE,

¥ PR BRSO, BB

BEAERE (st N&#EL L

RIERE [l dN&FL L
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MEORBR %2 Ld, BHHELST, B
614, W TEGEMFOBII. Eilld & H%mEHB
L UFEEIZPTTOEE, CPKLER, Mit120mm
/1ThWEDFRA LN, WERREWNH TEEH
REBW SN, AT T4 FOKE % ZITER
B 56, Dk, FRE., MRMEE. BEE.
RS, EROE, ILRE. BNEED
HABEEZMREDE L,

R 2EIA, REHIN Y IVENHAT O

4 FrEml a2 Sh, BREE, T
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AR, MR 1 RRARE, WBEmFRCNFREB
LTOFT7 /—EB XML OME I
PITTOEFEEZRD,

A BB MR A B LI ER R A, TS REE %
RE-WEREE HEMERERY REBRELE.,
I bay B 7THEBESEDO T -5 276N
72 (Tablel),
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BREMREALNTIEESEFF NS L B
T, LHREIBENTH -7z, EEHA
FFro—Tix, BFM, RELE, £EEX,
HEEHROFTEANAL LM, SRMEHRE %
Bohhot, BT IRBEAREOFR T,
T oRBTASMICB W CHETER L BE 48R
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Teble 1. ABEBs#RE R &

R Eic| im
RBC 32775 /mm’
Hb 11.9g/d1
Ht 36.1%
WBC 2600/mm’
st. 10%
seg. 50%
ly. 24%
mon. 12%
eos. 2%
PLT 6.575 /mn’
ESR 100mm/ 1 h

R
E 1.020
£H (e
e -)
AR (3+)
5 I A+)
M (+)
It/0€y  20ng/ml

Im & % 1t #
TP 8.1g/dl
ALB 2.3g/dl
A/G 0.40
BUN 10 mg/dl
CRE 0.73 mg/dl
Na 129 mEq/1
K 4.7 mEq/|
Cl 99 mEq/]
TB 2.5 mg/dl
GOT 98 1U/1
GPT 31 1U/1
LDH 718 1U/1
ALP 190 [U/1
LAP 191 1U/1
Y -GTP 23 1U/1
chE 103 1U/1
CPK 326 U/1
AMY 189 1U/1
TC 85 mg/dl
GLU 155 mg/dl

R & M E P
CRP 0.39 mg/dl
HBs-Ag (-)
HBs-Ab -)
IgG 3750 mg/dl
IgA 1760 mg/dl

IgM 297 mg/dl
Cc3 10 mg/dl
C4 11 mg/dl
CHS50 30 IU/ml
CEA 3.7 ng/ml
a Fet 4.0 ng/ml
ERERINES =
AMA 40
PllolHifk (-)
OKT4 48.0 %
OKT8 23.2 %
OKT4/8 2.07

I+/0€Y 84 ng/ml

o % & B %
PT 15.3(14.0)
APTT 34.4(36.8)
Fib 152 mg/dl
Bleed. T 7:00

EONHE
TP 7.3g/dl
AL 55.0%
al 1.5%
a2 7.0%
B 8.4%
7 28.1%

I 5 2
PH 7.402
Pco2 35.3 mmHg
Po2 58.0 mmHg
BE -2.4 mmol/1
O:SAT 89.8%

Fig. 1.
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BRHRETHIRE RO 2T, 1 TIFEEMI
Dl ThH Yy I IDWEY R (Fig. 1),
IRIEARERT R FPAER Tk, REWOMEE &
HEIROTHWEEGRIIMZ . —EICEE LR
BERENEIE & s 7- AT % 3R 7o MR MEREE
RELTOHEELRTRIEZVE DD, ki
1$PBC D Scheuer 33 4 AN MM R &L E 2 &
N7z ERBRART, Mg OEE E KE
MO R MG RO LN, REHROMMIE %
ELTW/ (Table2),

Teble 2. REM R E

AR

HLBEZ BT © macronodular liver cirrhosis

At RoUH1VEANES, EAEREOBNEN
Aoh, ZEOME,
# 2.Lymphocytes @ & A%k <,
limiting membrane ASHEIE,
B3 PMESEICD BB ILSE,
eosinophilic body & 9
FE I 5 P AR
il # . biopsy of the quadriceps femoris
muscle
BT T € & FPWAY 1Tk St SN K | A DN -
DI L 7235 R0 55 D=2 M
FIEMBEE TR S5 N DA ME KD
FrRiE vy,
fili S ST AEAR
#  #&:TBLB

Fr RIBEERS RO A I L Y 2R
K. alveolar macrophage, eosinophi-
lic body, Lymphocytes % D% 1 &%
U

BRIRARA | ABEf% 72725 I1ZPSL30mg/ day t2 T
WE#E B L. CPK, ESRIZZE B LIER Bk
s A7z 0, PSLY#IE L7, LAHALAT
o4 FE#BABIAEEL DITCEOHRE L
M, KREIZADLOK T & EIEMER % 528 72,

ML ETcHH, 7 >E=7, Na. KDLEF,
R b KBt sz, BEEICHER SN
ToHERRME DL L U REEOHELE X, 7
I BBEAOWMW A PREYE r EUEERAE
KDEiGE A 2) EF OB B, ER
it&E L7 (Fig. 2),
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RIS LR RIRFFRIIC X AR KD
B EEIIBVWT, ORBER OBHER @
REMROTNTCHOEB R HA L, 2 5I1H
BIER P ba v FUTHEEY - HETR
P HPBCOBRKEMREIZLEES L, PBCR )&
B EDOEREEZ N, ZRMHREED
PBCIEBI DAFIZ BT B HE X, DT 0IT+H
BIZEOLDATH Y, NEXKEMZ TH S
SiZHBlzEDBIME»5ZETHASH (Table
3) o BERMBEORMBEG T2/ 355
T, EETIL60RERMATILBIR108 2 S,
ERIR A% 8 CTIEPBCIEATRI 251161 6 Bl & 18 4 £
O, MEETIE§ X TScheuer 5 4E T 1
# - 2HADMEAGET 5720 FEIRTIX 3 /4 HiE
FEMBEMEPBCE o720 MEIIEE LR L BERBHOD
A ESHOMBHIETH Y, TEMGESNH
MEVAEELREE 2 E - TWLEEZLNED
ZOFMIE KRB TH 5,

RGN, REHREOEKRKE L TOMBETAL
BOBIET. HEGROHE. EEARRE Y
AN A MO - TRE R EOERMFERICIMZ
BIEERRE., ZHEEER. CWHE. BRRED
EHETROLHLBRERTELFITH -
oo MEMMBREICELTIZZDEHIE 385
ETHMENLEINTBY, MGHNEHED—
SLLTEETHELI LIZEDLY "y —F
THEAREVHEICHETW AR HE SN, &
FERICZ L CBRICET T HHEMMBEICT
T LRESAOBRERN b HD o RIS
IZBWTHEIR, BEPTR R OE X #iat R %
POEEEMREDHEEIIBELL A OEH SN,
0% # FEAR S CHLERAEIR T % 1 O R MR AR
EROHEREEN I E IS OMMEDOBAED
MREINS, —HEEREFLEL LETL.
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iR 30 15
PSL _I_J——J—_"'_r—__—
(mg/day)
JEAR

AJAbE-7* A——
R Ll PR === S —"
NFAE R .
7)1 o —eeeeet et ..
(*)CPK (+)ESR ALDCIU/L) 6.5
(1U/L) (mm/hr) Ammonia(cg/dl) 193 213 182
* 1CG(15)% 55.
J00 . FBS(mg/dl) 287 278 144 143
100 . Na (mEq/L) 153 137 127 128
N BUN(mg/dl) 23 22 39
ALPCIU/L) 130 178 301
LDNCIV/L) 536 199 545
200
50
—— T
0
89 91
Dec  Jan Feb Nar Apr Hay
t
admission

Fig. 2. EER#& 8
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Teble 3. PBC#% ¥ 5 PM,/DM® # &

& 9 - P A A 208 - LA Y AMA LA O MBI i
Uh1(1974) 48F PM,aPBC(Il) Scleroderma
Dau (1981) 45F PM— (2yrs)—aPBC (Il ) cholecystectomy
Epstein 30F sPBC(II) — (6yrs)—PM ENREZTINGN
(1981)

Willson 52F aPBC(I1) — (1yrs) —=PM cholecystectomy
(1981)

Milosevic 68F sPBC(I) — (2yrs)—PM

(1990)

ZE M (1983) 33F PM— (2yrs)—sPBC(Il) PrAl s B i E—-FHER
#K1E (1985) 56M sPBC(I) — (3yrs) =PM

e (1986) 58M aPBC (1) — (2yrs) —~PM PUZILE T RIS
- H (1988) 39F PM,aPBC(Il) AT IR

i 7% (1988) 56M PM — (6ms) —~aPBC AN R
71 (1988) 55M aPBC (1)~ (4yrs) =PM FELAREL Lo fiE
7K (1988) 37F AMA () it R e iE
ILIA% (1989) 45F Raynaud syn.
[ (1989) 44F PM— (2yrs)—aPBC (1) IgA- A
4] 75 (1989) 62F aPBC(I)— (1yr)—PM PR Nephrotic syn.
#2111 (1990) 53F aPBC (1) — (2yrs) —+PM HLDN ALK W 7e 2 g K
AE B 66F sPBC— (4yrs) =DM LR EE

sPBC : symptomatic Primary Biliary Cirrhosis, aPBC : asymptomatic PBC

SEbHoTd, BEERIRELTCVD, 4
BEILDWTIHFE U CHRELE W) Z & TiER
SN, REBRERL L LIOTIEH LML
THB)RRUARBEOHRETS o Okabil &
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A RMED T E 2 5T B o —F7 Askari b
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e OEEEII RN LA . 7 Gott-
diener & % Denbow & D IET b % RME £
B DLREAERIZENENTES ., 72% &
B, DRESERBRECETLEE T
2 T HTBEME LD LEDT, 25
HE R 2D B W TUIE IR
BOGEECEEELDRIETE S 2V Edtbh
%o AESTIHHIERBMTDELN O R %
BOTLBEILAITCH o720 F/2PBCRUE

RUHROZBPIZ) > MELLHEF S L
BILME SN TVDEA, LHRTEEHE LI
RIEFTRAIIRO SN FEBKRE L OMERILE
PTERV
BRBHRD20%ICEMERESEGHL, FTH
BRORERSFB I ERRLHASN TV A,
FEREEASHIBRECRIT LTV L
LEMDEETH D, L LESOEEFICE
WTIFR DB LESHRSFOEEEEIZIO>WT
BRI, BEREFOFEIERSIATY
2\,
RIEFIOERF L, EREBFMBENATOA N
FBERT 5 & TR R R AL E L EB ¥ AT
o LA URBEIRFALHEICERME., 205 2EK
bIKG TR LIS BRI RS A RREE S 7
B, ATOA4 FERERBI RS LI, 727
HOREBEIERICB LA v 2] OB
BEDIET 2B < 2 5 RUERBORE L+
SAEZINEBLIDEEDLE,



68 FEEMRASERREEZ G0 LAEBH RO 16

FREIL DWW, ERMUHEARUERG A
BT HIFREHDOBREFIIHLBR D 2,
Pr o DETIXISE (BT, 486 ; 1y
FEHEA5RR) PLIBE THFROSHIERED L
CHBHALHORIEEZ>Tw5"" 203
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1BYERF % (HBs-Ag(-)) & L < AT E&HEB
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D2BIDHRTH 12 o CHOEDWMENS, &
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. FORRAE LTy A IV AESDF| &1
7 HTREME b RIE S NTe. BRI BT B IR
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Dermatomyositis Associated with Primary Biliary Cirrhosis

Masafumi Akisaka, Masanori Adachi, Makoto Suzuki, Hayashi Shokita®,
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Research Center of Comprehensive Medicine and ‘First Department of Internal Medicine,
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ABSTRACT

A 66-year-old woman was admitted to our hospital because of exacerbation of dermatomyositis.
She had been treated as dermatomyositis since 1986. She also suffered from liver cirrhosis of un-
known etiology and diabetes mellitus. She complained of fever, muscle weakness and myalgia in pro-
ximal extremities. Physical examination disclosed body temperature of 37°C, a scaly erythema on her
forehead, purpuric rash of the eyelids, cyanosis, clubbing of the fingers and toes. Symmetrical
atrophies in proximal limb muscle were evident and muscles were tender to palpation. Auscultation
of the heart revealed a midsystolic murmur in apex. Dry rales were heard in bilateral bases of the
lung. Abdominal palpation showed a hepatosplenomegaly. Laboratory findings include erythrocyte
sedimentation rate 100 mm/h, serum phosphokinase 326 U/L, serum GOT 98 IU/L, serum LDH 718
IU/L, serum total bilirubin 2.2 mg/dl, serum myoglobin 84 ng/dl. Antimitochondrial antibody was
positive. The electromyogram study was normal but the muscle biopsy showed slight myopathic
change. The liver biopsy demonstrated lymphocytes infiltration, destruction of limiting membranes,
which were compatible with Primary Bilialy Cirrhosis(PBC). The final diagnosis of her illness in-
cluded 1) dermatomyositis, 2) PBC, 3) pulmonary fibrosis and 4) diabetes mellitus. Clinical man-
ifestations gradually improved with predonisolone therapy. However, because of hypoxia and conges-
tive heart failure, rehabilitation for muscle weakness could not be done sufficiently. Dermatomyositis
associated with PBC is very rare, although 21 patients with polymyositis associated with PBC were

reported to our best knowledge.



