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= Abstract =
A Case of Primary Pulmonary Histiocytosis-X
Associated with Central Diabetes Insipidus.
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Jae Seung Lee, M.D., Woo Chul Lee, M.D., Jin Hee Hong, M.D.,
Soo Bong Lee, M.D., Ki Chan Reu, M.D., Min Ki Lee, M.D.,
Chang Hun Lee, M.D.,” Hyoung Ryel Lee, M.D.,™™ and Soon Kew Park, M.D.

Department of Internal Medicine, Pathology® and Thoracic surgery™,
Pusan National University, College of Medicine, Pusan, Korea

Pulmonary histiocytesis 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 interstitia) 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)

Key words : Pulmonary histiocytosis X, Birbeck granules, Central diabetes insipidus.

- 110 ~



— A case of primary pulmonary histiocytosis-X associated with central diabetes insipidus —

N B

2A3= X (Histiocytosis X)& #A2§~ Ax
(Langerhans cells) 9] 53 Z2]02 A7]|= Ho.
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Table 1. Water deprivation test

F 23 EFEE, R E

8 2 yg 41LARE ulE V3R &8 5§
3 e, kB oz dHddA A& oy
Z454 glo] Edoz AYHUY. A= HZ 4
ANQ7r skgel AT AU

UAHY : BolAlg} QlE.

715 Solrk glE.

ALY 537 8k Y §4EE 7T d%le
o Fe By YA Azt

& 2 ANXAY J3d dugen ke
120/80mmHg, @y} 883]/%, 3§ 203]/%, A&
& 36.5Catt. o4 Besn AR 278 ¢
TEZL glx, Wdo 2 47 Holx] gt
FRAAG FEoe 3FLS A ZaF UL
o, F¥ Loy IHF-S SR Ut AT
TEHoluw A& ¢St EFFAME 2, vide &
A2 gk ARROA TEAG §F, ANFETS
BEE A gdgron], A78A HAVG olFAd Holx|
&tk

AW A T Y AAL, BasEAL, )s
AL & A7 FAelda SFERARAME =
Ao Ae-e gideh. F9E 7t2zAMS pH 7.398,
Pa0, 93.8mmHg, PaCO, 38.3mmHg, HCO,~ 23.
7mEq/L o)1, H71% AAM FVC 349L (3%
9] 73%), FEV, 2.96L (d&x9) 74%). FEV,/
FVCH= 85% 2 59| AR 7|3 248 5
91, Do 24.3ml/Min/mmHg(Z2]2] 92%)
2 AP ect. g2t 4d 2WFe 37 5 LY

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
SEER
6 811 294 1.022
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Fig. 1. Brain MRI shows no abnormal lesion on
suprasellar region.

Fig. 2. The chest roentgenogram reveals
reticulonodular opacities with sparing
of costophrenic angle.

Fig. 3. HRCT shows multiple thin-walled cystic
cavities and nodules diffusely distributed
throughout.

or w AAR} g8l 1.005, 844t 148 mosm/
kg, AT 289 mosm/kgQlrh. U F FEA
AN F-E AlYEle FEAS 5AT T EAEE
== 288 mosm/kgelgior}t QAEETE= 154
mosm/kgo 24 g%Fo] AHYA gyon
pitressinF% 811 mosm/kgo 8 Z7}=]o] F34
B0z FRHYY(Table 1). o Ar|FEEy
Az} HslgAdls Bollgde] 2= skt (Fig.
1.

WAMIBIA ZA}L @ F7 AR AR 4 A
ofofl A &Yo] A Uev] HFHAL
{costophrenic angle)& HAHEHA] &It (Fig. 2).
T AFEHGZEIT T B g2 g ¥
g W9l I FE AHEo] F2 v AEH 4
A AJH(Fig. 3). H A7|FBHIG w30l
E Bolade) fivlew FAE, BEE, AF, st
2 2 X-4 9345 odade ok
FeEo|Rd 27 F A8EE AgEe] sl
FAgAM 22 AAE sttt A0 24848 &
Aot FAESA AlEe] F4o] lge A=
2 A EE FH 48 E AEAS F7(longitudi-
nal groove) & 7} & & 7P 9isldh(Fig. 4).
Az A AN FAZT A X S-100 @
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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.

dol AstA A= 9dch

HAOIE 4 L FA2F2 Az Mz o] o
242} Birbeck granulese] TEEYT ol
electron dense core® 7}X3 A}&ut(irilaminar
membrane)ol| o3 2] MoiA glow io= o}
Fo] FHAQ Azg FELS AU (Fig. 5).
A2 H A0 Bxe RAgAs ez AT goln
F2EQ] desmopressing] $d% ke W o)
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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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Zicka g}, olololx WAy Ay BAE s vt
Ado] A7= 1 Qict.
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AL o] AY 3t FAGLS Aeg A 4
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£ FHdMe 2E 27348 5ol gl
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fon 5237z FHe g lde 9
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VA 22 o /95 Mart HolA Hi H4-3
& W3] gett. Hel WHo] g AYHE HHR
Fe] FAANEE BolA Frt 5FIALL HEHE
747t diFEeln 52377 APEed 1 oF

i

= vl & AEe oWt FoME B + e
U S QIAsHA G E).

HelghQl HAks g1 A8 ¢l e o
AggA el 53¢ A=A AEE T A4A
o2 EAske FABTANEY FARE HElE Hol
o P At ket G S A
A1 278 W 2 g¢ 5o ) JAEA
7S AZEAYe)] Birbeck #golzhe 558 =
B 73 Sl el Wz SEAE o8
sl 275 X AE9 FAAQ S-100 geido]
1} HLA-DR =3 CDla ¥4 %9 &A1& 29s)
= A% o] Afe] Agde] Fo7 Ao}, 2 &
AN AEH AP % welzd AW S-
100 Qdo| 3 dAss gAZT2 AEE 2
Asgen AxEv|E AAME AEZW Birbeck
granules& #2d 4 gJch(Fig. 5).

AgE o] A WyAE neY W Fdo] of
$ Fasie J18A AL AAAAE g R UE
A 7150l ALE wde F es AYE
Ao}, AXE AHE 9o vinblastine, VP-16,
PAA Bjray, 2HRo|=7 YFFHITE B
b 3 & gAEAE, YA A8, NESY EE
& 5 B sy A8g v AP, 885%
377 B Az F g ettt
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& Folu.
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