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Abstract : A 26-year-old female was admitted to Nara Medical University Hospital
because of hemoptysis without dyspnea. The chest x-ray revealed diffuse linear and small
nodular shadows and the chest CT scan revealed homogeneously distributed thin wall cysts.
Transbronchial lung biopsy (TBLB) specimens demonstrated nodular proliferation of
smooth muscle cells with proliferated lymph vessels and a lot of hemosiderin laden
macrophages in alveolar spaces. Out of 69 case reports with lymphangiomyomatosis in
Japan, 7 cases (10 %) had hemoptysis at onset of clinical symptoms and 15 cases (22 %)
were finally diagnosed by TBLB as this case.
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Fig. 1. PA view of the plain chest X ray shows slight

overinflation and small nodular-linear

shadows of both lungs.

Table 1. Examination on Admission

Peripheral Blood

RBC 443X10* /mm?
Ht 36.0 %
Hb 11.0 g/dl
Pl t 33.4%10* /mm?
WBC 4600 /mm?
Stab 1 %
Seg 39 %
Eo 1 %
Baso 1 %
Lym 43 %
Mo 15 %
ESR 7  mm/hr
Biochemistry
T-Bil 1.0 mg/dl
ALP 118 1U/1
GOT 14 1U/1
GPT 10 1U/1
LDH 251 1U/1
CHE 512 1U/1
y-GTP 14 U/1

TP 6.8 g/dl
Alb 4.4 g/dl
T-CHO 163 mg/dl
TG 112 mg/dl
BUN 15 mg/dl
CRE 0.7 mg/dl
Na 141 mEq/1
K 4.5 mEq/1
Cl 104 mEq/1
Glu 82 mg/dl
Serology
ASO 11 Todd
RF 7 U/ml
CRP 0.0 mg/dl
Arterial Blood Gas Analysis
Paco, 34.7 Torr
Pao, 75.6 Torr
pH 7.433
Respiratory Function Test
VC 2.30 L
%VC 80.7 %
FEV] oy 74.1 %
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Fig. 3-a, 3-b. Microphotograph of specimen
obtained by TBLB shows smooth mus-
cle and lymphoduct proliferation in
interstitium of the lung.
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lymphangioleiomyomatosis(LAM) i¥, Bk % T it
1960 SFARLARNIC VI IRMERE D —FE & ST 7oAy, 1960
FREF 0 OLBREBHEOER, ) v EHEOAHOR
J|IzH LOF, lymphangiomyoma of the lung/pulmo-
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giomyomatosis synd. 7z &, AHE& ST B FEFRHH
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Table 2. Findings and symptoms at onset, during course, and diagnotic method reported by
Japanese editor

No Editor Reported year Age Findings and Symptoms Diagnotic method
At onset during course
1 A. Yamanaka 1970 40 DOE Pneumothorax Autopsy
Palpitation
2 40 DOE Subcutaneous Autopsy
Cough emphysema
3 25 Pneumothorax Cough OLB
Sputum
4 K. Kawaji 1961 27 Chylous ascites  Cyanosis Autopsy
5 H. Igusa 1976 36 DOE Pneumothorax Autopsy
6 A. Yamamoto 1977 27 DOE Autopsy
7 S. Hagiwara 1977 25 Pneumothorax Autopsy
8 H. Kuwahara 1977 23 DOE Pneumothorax OLB
9 49 Pneumothorax OLB
10 34 Pneumothorax Autopsy
11 33 Pneumothorax OLB
12 S. Tominaga 1978 42 Pneumothorax OLB(Ope)
Hemosputum
13 T. Hirata 1978 39 Pneumothorax Cough OLB(Ope)
Hemosputum
14 S. Sahara 1978 33 Palpitation Chylous ascites  Biopsy (LN)
Cough Pneumothorax
15 K. Miyazawa 1979 35 DOE Pneumothorax Autopsy
16 K. Takigawa 1979 16 Chylothorax OLB(Ope)
17 H. Kawada 1980 29 DOE Pneumothorax OLB
Palpitation
18 S. Miyashima 1982 33 DOE TBLB
19 M. Nakanishi 1982 35 Radiography TBLB
20 S. Nakamori 1982 53 Pneumothorax DOE OLB(Ope)
21 S. Aizawa 1982 25 Pneumothorax OLB(Ope)
22 K. Inagaki 1983 39 Pneumothorax TBLB
23 41 Pneumothorax OLB(Ope)
24 51 Pneumothorax OLB(Ope)
25 40 Pneumothorax OLB(Ope)
26 K. Yagi 1983 28 Pneumothorax OLB(Ope)
27 J. Yoshida 1983 25 Pneumothorax OLB
28 H. Kuwahara 1983 33 DOE Stridor TBLB
Cough
29 M. Seki 1983 30 DOE Pneumothorax OLB
Hemosputum Chylous ascites (TBLB)
30 Y. Kayama 1984 39 DOE OLB
31 Y. Hayase 1985 36 Radiography TBLB
32 S. Aoki 1986 46 DOE Autopsy
Cough
33 H. Onodera 1986 31 DOE Cough OLB
Hemosputum
34 T. Ougami 1987 21 Pneumothorax OLB(Ope)
35 M. Tanaka 1987 39 DOE Crinical
Cough findings
36 Y. Kouri 1987 51 Pneumothorax OLB(Ope)
37 H. Mizugami 1987 35 DOE Pneumothorax TBLB
38 Y. Miura 1987 52 Pneumothorax Autopsy
39 S. Honma 1987 37 DOE TBLB
Cough
40 E. Gomi 1987 37 DOE Autopsy

Cough



41
42

43

44

45
46
47
48
49
50
51

52

53
54

55

56
57

58
59

60

61
62
63

64
65
66
67
68
69

S.
A

M.

N.

=

= m

2=

B

SRR ZRE R

PRz <s

VI CHRAE LIRS IR TR L o B BN MRS IR o 1 41

Koyama
Kanbe

Kondou
Inoue

Suzuki

. Noguchi
. Hasegawa

Ochi

. Watanabe
. Syojima

Suzuki

Yamashita

. Kawaguchi
. Kumasaki

. Murata

. Kobayashi
. Nishimura

Nanba
Haji

. Yoshikawa

. Hiraoka

Sugita

Enobe
Nishio
Sugatani
Kodama
Yano

. Ikoma

1987
1987

1988

1988

1988
1988
1988
1988
1988
1988
1988

1988

1988
1989

1989

1989
1989

1989
1989

1989

1990
1990

1990
1990
1991
1991
1991
1991

39
30

45

26

30
32
24
34
28
24
35

39

39
35

35

40
38

40
39

47

38
34
34

37
13
52
32
28
32

DOE

DOE

Chylous ascites
DOE
Pneumothorax
DOE
Hemosputum
Chylothorax
Pneumothorax

Pneumothorax
Pneumothorax
Prneumothorax
DOE
Pneumothorax
DOE
Hemosputum

Pneumothorax

DOE
Hemosputum
Pneumothorax
Pneumothorax

Chylothorax
Chylothorax
Inguinal tumor
DOE

Cough
Pneumothorax
Pneumothorax
Pneumothorax

DOE
Pneumothorax
Tumor (Abd.)
Radiography
Pneumothorax
Tumor(Abd.)

Chylous urine
Tumor(Abd)

Pneumothorax
Chylothorax

Cough

Chylothorax
Cough

Pneumothorax
Chylothorax

Cough

Chylothorax

DOE
DOE
Chylothorax

OLB

OLB

Biopsy (LN)
Biopsy (Abd)

TBLB

OLB

OLB

Biopsy (LN)
OLB(Ope)
OLB(Ope)
OLB(Ope)
OLB(Ope)

TBLB

OLB
TBLB
(OLB)
TBLB
(OLB)
OLB
TBLB
(OLB)
(TBLB)
TBLB

OLB

(TBLB)

OLB
OLB(Ope)
TBLB

(OLB)

OLB
OLB(Ope)
Biopsy(Abd.)
OLB(Ope)
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OLB : Open Lung Biopsy TBLB : Transbronchial Lung Biopsy
Biopsy(Abd.) : Biopsy at Abdominal Operation

Table 3. Table 4. At intial symptoms or findings, comparison

69 cases reported in Japan with 32 cases

Initial findings (Motive of discovery) of
lymphangioleiomyomatosis in 69 Japanese

cases reported by Taylor et al

Cases (%) In Japan By Taylor
Pneumothorax 32 (46) Cases (%)
DOE 26 (38 Symptoms
Cough 8 a2 Dyspnea 26 (38) 15 “n
Hemosputum 7 ao Cough 8 az) 4 a2
Chylothorax 4 (6) Hemosputum 7 10) 3 (9
Chylous ascites 3 (4) Findings
Radiography 3 (4) Pneumothorax 32 (46) 17 (53)
Others 6 9) Chylothorax 4 (6) 0 0)

Chylous Ascites 2 (3) 1 (3)

DOE : Dyspnea on effort
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Table 5. Diagnotic methods in 69 Japanese cases
Cases %)

OLB 18 26)
OLB at operation 18 26)
TBLB 15 2)
Autopsy 11 ae
Biopsy of LN 3 (4)
Others 3 (4)
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