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Pulmonary Langerhans cell histiocytosis (PLCH), Cystic lung disease, Cigarette smoking,

Pneumothorax
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Table 1 Laboratory findings on admission
Hematology Biochemistry Serology Pulmonary function tests
WBC 5,100 /uL TP 7.2g/dL CRP 0.01 mg/dL vC 3.34L
Neut 65 % Alb 47g/dL 1gG 1,165mg/dL %VC 90.5%
Lym 25% Na 140 mmol/L IgE 691U/mL FVC 341L
Mono 2% K 3.9mmol/L RF 15U/mL %EVC 95.3%
Baso 1% Cl 108 mmol/L CEA 14ng/mL FEV: 307L
Eos 7% Ca 94mg/dL sIL-2R 434U/mL FEV/FVC 90.03%
RBC 409 x 10" /uL. BUN 13mg/dL ANA 6 FRC 227L
Hb 124 g/dL Cr 0.65mg/dL Anti-SS-A ab 3U/mL RV 084L
Ht 34.9% T-bil 0.7mg/dL Anti-SS-B ab 74U/mL TLC 418L
Plt 249x10*/uL AST 17U0/L PR3-ANCA <05U/mL DLco 18.76 *
ALT 8U/L MPO-ANCA <05U/mL %DLco 83.8%
LDH 182U/L Ferritin 324ng/mL DLco/VA 5553%/L
ALP 186 U/L %DLco/VA 94.2%
v-GTP 13U/L Infection
CK 105U/L B-D-glucan <6pg/mL
Glu 114mg/dL Aspergillus ag 0.1
HbAle 55% Cryptococcus ag (=)
T-SPOT®.TB (=)

*:mL/min/mmHg.

Fig. 1

EXLWHEMED DA, AREFNIERIRGEDIEMAEI D728
BALFHTROATHEEZK & T2 L IFH LW EEZ
BALMAII T %o 72, MfEZICB W TEEB LY
FENL AP O R E L~ ENIC TR il % & O
LR OCHIBE % A ARk ORI % 2% (Fig. 2a,b),
RIEG At TCDlalah TdH - 72 (Fig. 2¢) Z &7 5,
PLCH & #WrL7-. #l#kTHBRAF-V600EZ R IX&EMT
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"oz,
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Chest radiography (left) and computed tomography (CT) (right) findings. Chest radiography showed linear and
ground glass opacification in both lung fields (eft). High-resolution CT (HRCT) showed thin-walled cysts and small nod-
ules, primarily in the upper and middle lobes. The cysts and nodules varied in size (right).

TIXENRA—EER, —#b#Eh L7z (Fig. 3). MULIRGE
RMRFERE I3 LIZRED T e,

z =

T VNN v AR RAREREE (Langerhans cell histio-
cytosis : LCH) &5 ¥ 7o v Z K00 B%E & s 2iiz210
WCEYVRFHOTONZHEETH S, 19534F 12 Lichten-
stein ASHLREER D Yl & RHAR A2 1R L & 3 2 IRk P9 3
i, Hand-Schiiller-Christian 5%, Letterer-Siwe % ¢ 3
% B & histiocytosis-X & I3 2 & 23208 L, 1987412
Histiocyte Society (2 & 1) LCH & M52 & 2SR S /-,
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Fig. 2 Pathological findings from the lung biopsy. (a) Cystic lesions of the right upper lobe and infiltration of histiocytes in
the cyst wall, bronchioles, and alveolus [hematoxylin-eosin (HE) stain, magnification, x40]. (b) Infiltration of histiocytes

with a necklace-shaped nucleus, nuclear grooves, and pale cytoplasm (HE stain, magnification, % 400). (c) Immunohisto-
chemical staining for CD1a was positive (immunohistochemical stain, magnification, X 400).

Fig. 3 CT findings at the time of diagnosis (a) and 2 years later (b). Some cysts had increased in size

(arrowheads) while others had decreased (arrows).

LCH I3 Hi—fm#s Tl & £ 5 Ean i & h, PLCHIZS
FHER LCHTRO LN Z b H B, %L DIERIT
IFH R e L TR 6N 5.

1997 4E (247 b 7z b H3E @ PLCH O 4 EE 3 45 Tld
105 A7 0 OFFRRFEME027 N, 007 A & Bk
W% Do 7Y, F7-PLCHIZBIME & R\ EH% ) PLCH

BHEDIZEA ST 2 32D %%, BHIZ X filife~ 2~
77— Y285 L E N, tumor necrosis factor-o %
transforming growth factor-pl %P4 X, FHARERRPH
MESFHBAAETRT 2%, ZOBICT Y7oy AMilE b
JRFNCHEES N, T2 NaBEOLOR) VISERE Ay
LTI 7oy AMIBEOAAFRL Bl AME & 5 FRREHS
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Table 2 Reported cases of PLCH in non-smoking women
Chest CT findings
k Di Si
Author  Age Smoke Symptoms Pneumothorax Upper zone Cysts/ . 1a8nosIs Treatment  Outcome
exposure of lung  Nodules L. Other findings approach
. cavities
dominance
Second- Drv couch
Tadokoro”¥ 44 hand Y g + + + - Reticulation VATS Prednisolone Improved
dyspnea
smoke
g Chest . . .
Wei® 20 Unknown . - Unknown + - Reticulation Unknown Unknown Died
tightness
Biomass Dry cough, Post Talc
Fernandes? 26 dyspnea, + + + + Peribronchial cuffing  mortem . Died
smoke R pleurodesis
fever lung biopsy
Septal thickening,
bronchial wall Prednisone
A1 10) Dyspnea, . . M
Gonzélez 62 Unknown - + + + thickening, and BAL and Improved
dry cough . L
diffuse ground-glass azathioprine
opacification™®
Incense Dry cough, Architectural Avoldance of
Shadrach'™ 19 dyspnea, + + + + . . VATS smoke and  Improved
smoke distortion . R
fever corticosteroid
P N
resent 20 None None + + + + None VATS Observation ©
case changed

§: In Japanese. *: The patient has a medical history of 5 years of Sjogren syndrome. PLCH: pulmonary Langerhans cell histiocytosis, CT:
computed tomography, VATS: video-assisted thoracic surgery, BAL: bronchoalveolar lavage.
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b, 7R LBYEED P TPLCHZRIET HDIE T4
BThHar I LRI ETHRIET A DD, 3hD
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WL 22 D 2P ) fifi B — g 25 78 0 PLCH D 1 X ATE B &
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FERER e ICI1E, PLCH DU A (181 P 22 Pkl JR
(chronic obstructive pulmonary disease : COPD), Y ~
2SRE M lESE (lymphangioleiomyomatosis : LAM), Birt-
Hogg-DubéJEfEH: (Birt-Hogg-Dubé syndrome : BHDS)
HEIEFSEREEDSD L. INLHHEAIT, REICKD
B ERWGE, MR ES R e 570, ekt
DIF 5 LIZHEETH L. PLCHR COPD Tl Ak
AWEE 72 ), LAM Tid mechanistic target of rapamy-
cin (mTOR) FHSEHEIC & 2 B BALT R R FAED; 1L A3
HFHINTWD., WEERE - &0HEE LTI, LAMTIE
s Bk B A L <2 B I 5 M D 28,  BHDS CHE B MRS A%

FHREDHEMLERETH L. FBREMEEDO LI
AT R O E L D, IR OIS & 7 2 5E
bdH 5. PLCHIERITH MM X Y IEPLCHEES] & [
HEOEANE LN L OHEL H Y. KEFITL 5%
HEAT L7 BRI 2 R3S 3 2 W EAVE L 5 1 HEMED &
D, TOBICHMRBOBELHIIERETHLLEZLD
nas.
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LCH ® 45 R 1Z 2010 4E 12525 A D & 5 BRAF-V600E
BEDME SN, P LO LCHEFTRD LN TV 5,
BRAF# 13 mitogen-activated protein kinase (MAPK)
VT FVAREREEOMKERTH ), BRAFV600E 4 5
WKMo E, BEIAT R G W 255 AT
5V, PLCHIZBWTH BRAFZE RS LT 5 W] i
3B 503, AIEFITIERD 5N ho72. PLCHE BRAF
DBEFEIZ DN TS EDIEFOERBLETH 5.
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Pulmonary Langerhans cell histiocytosis in a young, non-smoking woman

Aoi Miyazaki, Aiko Masunaga, Miyu Imai, Yusuke Tomita,
Hidenori Ichiyasu and Takuro Sakagami
Department of Respiratory Medicine, Kumamoto University Hospital

A non-smoking, 20-year-old woman was referred to our hospital after computed tomography of her chest re-

vealed right pneumothorax, multiple cysts, and nodules in the upper and middle lobes of both lung fields. She

was a non-smoker; however, imaging findings strongly suggested pulmonary Langerhans cell histiocytosis

(PLCH). Video-assisted thoracic surgery was performed for a definitive diagnosis, and the results confirmed the

diagnosis of PLCH. This case study describes a rare case of PLCH in a non-smoking, young woman.



