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= Abstract =
Clinical Characteristics of Pulmonary Histiocytosis X

Yong Il Hwang, M.D., Gun Min Park, M.D., Jae-Joon Yim, M.D., Chul-Gyu Yoo, MD.,
Choon-Taek Lee, M.D., Young Whan Kim, M.D., Sung Koo Han, M.D. and Young-Soo Shim, M.D.

Department of Internal Medicine, Seoul National University, College of Medicine and Lung Institute,
Seoul National University Medical Research Center, Seoul, Korea

Background : Pulmonary Langerhans cell histiocytosis forms part of a spectrum of diseases that are charac-
terized by a monoclonal proliferation and infiltration of organs by Langerhans cells. Several organ systems
may be involved in Langerhans cell histiocytosis, including the lungs, bone, skin, pituitary gland, liver, lymph
nodes and thyroid. Pulmonary histiocytosis X represents 2.8% of interstitial lung disease. Here we present the
clinical, radiclogical, therapeutic aspects of pulmonary histiocytosis X.

Method : Fourteen cases of biopsy-proven pulmonary histiocytosis X patients who were diagnosed in Seoul
National University Hospital during the period from January 1990 to December 1998 were analyzed retrospec-
tively.

Result : There were 12 men and 2 women in this study. The initial presenting symptoms were dyspnea, cough,
chest pain, which was associated with the pneumothorax, and chest radiography abnormalities. Only 8 patients
(57%) were smokers. There were 5 patients with extra-pulmonary histiocytosis (pituitary, bone, skin). Eight
patients had received the chemotherapy. There were no mortalities and only one patient experienced an aggra-
vation of symptom during the follow-up period.
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— Clinical characteristics of pulmonary histiocytosis X —

Conclusion : In contrast to previous reports from other countries, the patients with pulmonary histiocytosis X

in this study presented with several different clinical characteristics, such as a male predominance, relatively

low smoker’s rate, and a better prognosis. ( Tuberculosis and Respiratory Diseases 2001, 51 : 346-353)
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Table 1. Site of biopsy of pulmonary histiocyto-

sis X
Site of biopsy No. of patients
Lung 10
VATS* 6
OLB** 4
Skin 1
Scalp 1
Mediastinal LN 1
Bone (skull) 1

*VATS : video-assisted thoracoscopic surgery
**OLB : open lung biopsy
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Fig. 1. Age Distribution of Pulmonary Histio-
cytosis X Patients

Table 2. Initial presenting symptoms of pateints

Initial presenting No. of patients

symptoms (% of cases)
Dyspnea 6 (43%)
Cough 3(21%)
Chest pain 2 (14%)
Chest PA abnormality 3(21%)
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Fig. 2. Clinical Features of Pulmonary Histio
cytosis X

(Table 2).
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Table 3. Radiologic findings of pulmonary histi-
ocytosis X

Radiologic Findings No. of patinets

cyst+nodule 6
cystic lesion only
cyst+ ground-glass opacity
cyst+honeycomb

e " ]

airspace consolidation

Fig. 3. Cystic Lesions of Pulmonary Histiocyto-
sis X.
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Fig. 4. Nodular Lesions of Pulmonary Histiocy-
tosis X.

Fig. 5. Ground-Glass Opacity of Pulmonry
Histiocytosis X.
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Table 4. Clinical outcomes of pulmonary histiocytosis X

) Extrapulmonary
Patient . FVC(%) DLCO(%) Treatment course
involvement

1 Pituitary, bone, skin 54 45 6-MP +MTX Stationary
2 Pituitary 51.4 PVMC*, VP-16 Aggravation
3 Pituitary, skin 63.2 49 PVMC Improved
4 Skin 46 Steroid Stationary
5 - 87 83 VP-16 Stationary
6 - 68 59 VP-16 Stationary
7 - 108 74 VP-16 Improved
8 - 63.8 74.7 steroid Stationary
9 - 86 83 Observation Stationary
10 - 101 77.2 Observation Stationary
11 - 81 97 Observation Stationary
12 - 78 Observation Stationary

*PVMC : P-Prednisolone, V-Vinblastine, M-Methotrexate, C-Cytoxan.
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