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A case of mixed connective tissue disease complicated by sarcoidosis and central diabetes insipidus
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In 2003, a 64-year-old woman was diagnosed with mixed connective tissue disease and treated with oral
prednisolone (30 mg/day). The prednisolone dose was gradually decreased, and a dose of 5 mg/day had been
maintained since 2004. In 2009, she gradually developed vision loss, malaise, anorexia, and throat pain due to
hydrodipsia. She was noted to have iritis and vitreous opacity by an ophthalmologist, and was referred for fur-
ther evaluation. Fine rales were audible throughout the entire lung field, and chest CT showed diffuse small nod-
ules that were more prominent on the upper and middle lobes, and swelling of the mediastinal and hilar lymph
nodes. Transbronchial lung biopsy showed many epithelioid granulomas with multinuclear giant cells, compati-
ble with sarcoidosis. Polyuria was identified as a cause of hydrodipsia and a diagnosis of partial central diabetes
insipidus was made. High-dose prednisolone (40 mg/day) together with intranasal administration of desmo-
pressin resulted in improvement of all of her clinical symptoms. MCTD followed by sarcoidosis is rare. Further-
more, this is the first reported case of MCTD complicated by sarcoidosis and central diabetes insipidus.
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O, WRATE T, SABRRGEIC TR, &1, Bie3h
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Laboratory findings (1)

Table 1.
Blood cell count Blood chemistry
WBC 4,000/uL Na
Neu 40.8 % K
Lym 42.5 % Cl
Mo 15.7 % TP
Eo 0.5% Alb
Ba 0.5% Ca
RBC 3.48X10%/uL P
Hb 10.5 g/dL BUN
Ht 31.4% Cr
PLT 18X 10%/uL AST
Reti 6 %o ALT
ABG (room air) T-bil
pH 7.44 LDH
PCO, 36.0 mmHg ALP
PO, 93.4 mmHg GTP

HCO,~ 24.0 mmol/L CK

CRP 0.03 mg/dL
140 mEq/L ESR 51 mm/hr
3.7mEg/L  Urinalysis
104 mEq/L pH 6.5
7.5¢g/dL glucose (=)
3.4 g/dL protein (=)
8.4 mg/dL occult blood (=)
4.5 mg/dL specific gravity 1.008
12 mg/dL RBC <1/HPF
0.5 mg/dL WBC <1/HPF
23 1U/L cast (=)
20 1U/L
0.3 mg/dL
170 1U/L
295 IU/L
69 1U/L
99 U/L




NEERE

Table 2. Laboratory findings(2)

Infection Autoantibody
HCV Ab (=)  ANA X 2,560
HBV Ag (=) speckled pattern (+)
RPR (=)  rheumatoid factor 1.5 1U/mL
TPHA (=)  anti UIRNP antibody X 32

Endocrinology anti ds-DNA antibody (=)
TSH 1.523ulU/mL  anti Sm antibody (=)
FT4 0.90 ng/dL anti SS-A antibody X2

Serological study anti SS-B antibody (=)
C3 87.1mg/dL  anti Scl-70 antibody (=)
C4 17.0mg/dL  anti Jo-1 antibody (=)
I9G 2,223 mg/dL Others
IgA 219mg/dL  KL-6 936 1U/mL(=500)
IgM 136 mg/dL  ACE 28.21U/L(8.3~21.4)

Lysozyme 12.5ug/mL(5.0~10.2)
slL-2R 1,190 U/mL(145~519)
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Fig. 1

A. Chest X-ray showing diffuse reticular shad-
ows and a macular shadow in the left upper
field.

B. Chest CT scan showing diffuse small nodules
and a ground-glass pattern in the left upper
lobe.

C. Gallium scintiscan revealing isotope accumu-
lation in the left upper lobe, mediastinal and
hilar lymph nodes.

D. Histology of the lung tissue showed granu-
loma formation. (Hematoxylin-eosin staining)
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Fig. 2
A. Water restriction test showed a low osmotic pressure
of urine.

B. In a hypertonic saline test, AVP levels did not increase
in response to high plasma osmolality.

C. Urine osmolality increased markedly in response to
DDAVP.
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