Tuberculosis and Respiratory Disease A 2 3F7)A3 Vol. 41, No. 2, April, 194

03 g [

FEA, ALY A FE SR W 2A7F 14

QAW AT WAL, AL eD o Fojst 7t

= Abstract =

A Case of Pulmonary Histiocytosis—X Associated with
Bilateral, Recurrent, and Spontaneous Pneumothorax
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Sue Jung Kong, M.D.” Suk Joong Yong, M.D. and Kye Chul Shin, M.D.
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Histiocytosis-X is a term used to define three diseases with similar morphologic
characteristics : Letterer-Siwe diseae, Hand-Schuller-Christian disease and FEosinophilic
gramuloma. In general, they differ in terms of their age of onset, severity of clinical course
and site of involvement. Eosinophilic granuloma typically is seen in young adults.

Eosinophilic granuloma is diagnosed in the presense of diffuse pulmonary infiltrate, bony
involvement. However, the pulmonary radiologic findings of eosinophilic granuloma are
variable accordinary to stage of disease. therefore pathologic diagnosis of involving site is
essential for confirmative diagnosis of eosinophilic grananuloma.

Pathologically. the three disease are characterized by granulomatous infiltration of alveolar
septa and bronchial walls and often involvement of bone. The hallmark of this disease is
proliferation of the Langerhans’ cell. The identifying feature is the X-body or Birbeck
granule that is present in Langerhans’ cells and histiocytic cells found in the lung of EG
patient.

We report a case of bilateral, recurrent and spontaneous pneumothoraces in a 21 year old
man with pulmonary histiocytosis~X, which is confimed by eosinophilc granuloma in bone
marrow biopsy and ultrastructural examination in cells obtained from BAL.
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e azdo] FARE A#2 Hand-Schuller-Christian HAA 27 T2 "o AR AL 104g/d),
W3} Letterer-Siwe S 7 Histiocytosis-X3 & gper 429% WET 7900/mm’(segment neut—
AP, 2FZ-XE Hv AW A% =8 rophil: 68%, band: 9%, lymphocyte: 18%, mono-
Fo] Aol ek 20%0l M BuHm 19 Adupd 3 cyter 4%, eosinophil: 1%), 2% 366,000/mm’E B
i, 89, HEeA, b5 AWey g9 e gom #HEF JAEEE Bmm/hrE Z7F ol

A deEhan, 1ee gea e AEE Had » ek g3 sk Ay Fo 62me/dl, 2w
oluizt A7) #=x oA (Transhronchoscopic Lung 2.8mg/dl, alkaline phosphatase 130U/Lg3 e Sl
Biopsy)# 712x] #| X A& % (Bronchoalveolar La~ d AAM PH 746, PCO: 296mmHg, PO, 442
vage)s= A3t A2ATE-X QAN Ax mmHgE AT ATl Aok 4 AsEA

dAv3 4 WHeaded 237 Birbeck granuleX- £ F% 4&) 42724 PH 70, 2 58 me/dl, &
body, Langerhan’s granule or Pentalaminar X 2 32mg/dl, LDH 54U/L, AE: 34 =Hou
body)& F&oeX F1E 4+ g ohal 1 7%, BT 519, BAT 2%t #7)% 7

2 AAEE 954 71EE B 214 FAelA AHE W A EEEel YR Aste] AdgsiA o
BALEM ke S3H e Fukat o 24 75-Xg kot gl 65U A Alg e A2 FEV) 217L(52%

Agsg e B g4 Banske upo|c) predicted), FVC 2.67L(54% predicted), FEV/FVC
& 8595tk HEAbsL 61% 3t BAL A& allof
s | A AA AESE L7X10cells/mio] Qo 831

ST 77.4% YETF 19%, SAT 34%, FAATF
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NAH SFoTol Al o el g Wl
A FA AR 5
@3t 6Kgol A5
oA e 1%{1‘1—}3 HAMo 2 BN
FEHA 58
715y Bolatg gle.
Ol&tY A : Y FA e 110/70mmHg, =
ks 1323)/8 AL 37.7C, €54 288/89). ¢
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2 452 Fusigon Tt a2 Qi AR%
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<3 A S5k FEY a9 o] 92l '

 EE Zxa gse o HBE Zx X Fig. 1. Chest PA roentgenogram showing multiple
R A e F259 scattered cystic and reticulonodular sha-
Yok 19 Apxle) AlAEE AAMY ol dAAe ¢l dows with right pneumothorax.
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o Fiol BHA folE B4
4) 7184 AE AREL ABsto] & ARoloR
AAAR A Mg ARG A3 22T AEPY

ol Birbeck granule(=X-hody, Langerhans’ granule)
< 41 ¢ AMG(Fig. 5A & B).

Fig. 2. 3months later, as compared to previous
chest PA, nodular densities and consolida-
tion in both lung field is much decreased in Fig. 4. Section of bone marrow biopsy showing a

this study, but still remained honey—-comb
appearance in both upper and mid lung field
and large radiolucent cystic lesion is also
associated in left lung.

Fig. 3A & B. HRCT showing both upper and mid

lung field and both superior segment
area shows multiple variable sized
thin walled cystic lesion with bullae
in left upper lobe, periphery.

granuloma : The central area of dissolusion
is surrounded by peripheral cells, which are
largely eosinophilic granulocytes and some
histiocytes.(H & E stain)



Fig. 5. Pulmonary histiocytosis X. Electron micro-
graph of Langerhans’ cells obtained from
brochoalveolar larvage. Arrows indicate the
typical X bodies(Birbeck granules) are

seen, (BA X 12,000, 5B : X 120,000)
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