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= Abstract =
A Case of Primary Pulmonary Histiocytosis-X
Associated with Central Diabetes Insipidus.
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Pulmonary histiocytosis X is a granulomatous disorder of the lung of unknown cause. Patients with this disease
often complain of cough, dyspnea on exertion and, occaionally, chest pain from pneumothorax or bone involve-
ment. However, DI is uncommon in these patients. We report a case of primary pulmonary histiocytosis X with
central diabetes insipidus.

A 23-year-old man presented with dyspnea suffered from dry cough, exertional dyspnea, polydipsia and
polyuria for 4 months. He was a heavy smoker. He was found to have reticulonodular interstitial opacities on
chest X-ray film. High-resolution computed tomography revealed thin-walled cysts of various sizes in both
lungs. Open lung biopsy was done. On light microscopic examination revealed prolifera-tion and infiltration of
Langerhans cells. Immunohistochemically, Langerhans cells showed strong cytoplasmic staining with S-100
protein and electronmicroscopic examination showed Birbeck granules in Langerhans cells. Water deprivation
test showed central-type diabetes insipidus and brain MRI showed no abnormal lesion on suprasellar region.

Smoking cessation was recommended. He was treated with oral desmopressin. (Tuberculosis and
Respiratory Diseases 1999, 46 : 110-115)
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Table 1. Water deprivation test
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UHY : Bolrtg gl

7158 Bolr fls.

AIZE : 537 1% $3te) F9¥EE JHT AL
o gL 5yde 3 AzdolUrt.

g AH: FNAAY ST U e
120/80mmHg, =4} 883]/%, 3§ 203/, A&
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A7) Aee gt FHY 7H2HAME pH 7.398,
Pa0, 93.8mmHg, PaCO, 38.3mmHg, HCO;~ 23.
7TmEq/LolQx, 7% AAM FVC 3.49L («]&%)
¢l 73%), FEV, 2.96L (d&x¢] 74%). FEV,/
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Time Urine osm Plasma osm Urine
(hour) (mOsm/kg) {mOsm/kg) specific gravity
Water deprivation 0 148 289 1.005
start
Pitressin 5U 5 154 288 1.004
SEE
6 811 294 1.022
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Fig. 3. HRCT shows multiple thin-walled cystic
cavities and nodules diffusely distributed
throughout.

Fig. 1. Brain MRI shows no abnormal lesion on

suprasellar region. ou] x FAMF 8¥]F 1.005, 84HF3t 148 mosm/
kg, 124 289 mosm/kgich 191 F R4
FAH S A|33Ete] FRAF SAIT e HAat-E
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pitressin-o] ¥ 811 mosm/kg o & &7}5|o] F5A4
fGgFo= SIFTQ.‘:I‘RILHTdeo 1). = #p7|grgdt
A3} Halralells Solazle] ws A stc(Fig.
1).
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Fig. 2. The chest roentgenogram reveals

reticulonodular opacities with sparing ’ o
of costophrenic angle. ol x2S AAM) g EgkA XS S-100 o
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Fig. 4. Photomicrograph of lung biopsy demon-
strates proliferation and infiltration of
Langerhans cells showing longitudinal
grooves in nuclei and foamy cytoplasm.
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Fig. 5. A. Electronmicrograph showing several rod-
like Birbeck granules (arrow). (uranyl
acetate and lead citrate, x 8,000)
B. High power showing more detailed archi-
tecture of Birbeck granules (arrow).
(Electronmicrograph, x40,000)
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