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A Case Report of Diffuse Pulmonary Hamartoangiomyomatosis
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A 37 year-old woman was admitted to our hospital on January 5, 1984, because of increasing
Chest
Diffuse pulmonary

exertional dyspnea for several years and recurrent bilateral pneumothorax since 1982,
roentgenogram showed reticular and bullous shadows in the bilateral fields.
hamartoangiomyomatosis was strongly suspected from the clinical course and laboratory data,
so medroxyprogesterone was prescribed for 5 months, Since the disease was discovered at an
advanced stage of respiratory failure, the treatment did not improve the patient's condition, and
she died from respiratory failure on August 22, 1984. Histological examination at autopsy reve-
aled nodular proliferation of smooth muscles in interstitium and vessel walls in the lungs, which
confirmed the diagnosis of diffuse pulmonary hamartoangiomyomatosis. This disease is rare and
affects only women, and in addition is progressive and has a tendency to cause early death due
There is presently no successful treatment of the disease, though
Shinshu Med.

to respiratory insufficiency.
hormonal manipulation has been documented to be beneficlal by some researchers.
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Table 1 Laboratory examination on admission

RBC 409 % 104/mm?®
Hb 11.8g/dl

Ht 35.6 %

WBC 5, 000/mm?®

Band 6.5% Seg 54.0 Lym 26.5
Eo 8.0 Ba 1.5 Mo 3.5

1gG

1gA

1gM

ESR

CRP

RA

cold aggl test
@ antitripsin
PPD

1,580 mg/dl
470 mg/dl
361 mg/dl

79 mm/hr.
2 (+)
2 (+)
<32
292 mg/dl
19%16 mm

Estrogens (follicular cycle)

Eq

Es

Ey
Progesterone
FSH
LH
Testosterone

Urinalysis
Stool

ECG

44,8 pg/ml
82.9
<5.0
0.3ng/ml
9,96 miU/ml
27,74 mlU/ml
0.6 ng/ml

WNL
WNL

sinus tachycardia
pulmonary P wave (+)

Brain CT
calcification

(=)

Pl 39, 7% 10"/mm?®
T-Bil 0.4 mg/dl
GOT 10 KU
GPT 10 KU
LDH 111 KU
ALP 47TKAU
T-Chol 157 mg/dl
TG 81 mg/dl
Amy 94 SU
CPK 80 1U/1
BUN g mg/dl
Cr 0.5 mg/dl
Na 140 mEq/1
K 5.1 mEq/1
Cl 97 mEq/1
Fe 81 pg/dl
TP 7.5 g/dl

Alb 51.65% a1-G 2.59 as-G  9.09

B-G 12.01 7-G 24.66
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ABRARZEREE (Table 1) BEAMARD, @
i 79mm/thr & {@if, CRP 20, M progeste-
rone HET, OEBEE, N kPB4, Brain CT
scan ARG Ieh o7z,

TSRS (Table 2) @ BHIRILY ASHT T, K

Table 2 Results of respiratory function tests

pH 7. 36

Pa0: 87.0 Torr

PaCO: 55.6 Torr

HCO; 31.0 mmol/l

vC 1,210 ml 2%VC 45.2 %
FEVi1.o 460 ml FEV.w% 46.7 %
TLC 2,480 ml %TLC 63.1 %
RV 1,280 mi %RV 143 %
RV/TLC 51.4 %

%DLco 53.0 %

AN, 19.4 %

{/25 0.1 l/sec {750 0.2 1/SBC {/50/\.’25 2.0
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Diffuse pulmonary hamartoangiomyomatosis @ 1

Fig. 1 Chest roentgenogram on admission

shows reticular, linear pattern and
bullae throughout both lung fields.

LW A F T PaO: 37Torr, PaCO, 55.6Torr & BT
D8 RER 77 A MUE & £ - 7o (KERRIMIE /"L, %VC
45.2%, %TLC63.1%, %DLco53% L& FL, 18
H46.7% EAKF, HBRV 143% L &fET, mW-REANE
[EEA BB,

Mo v gt B (Fig. 1) @ ABER VAR CLE, 124
FEFC Ot % A REREE, MIREE JORIYE, —
o 5 jafgaRor,

ABEteoRgE (Fig. 2) : ABLER, £ BHARKE2
L, %505 X0 minocycline HEAIL X % gl
EHE XD o Toe FLEERKILBE | S ieds - 1o (KR
FIMECKT 5 O: B B L O EPeh o Pseudom-
onas aeruginosa IR 2 S HEH A KO 5 & 17
> 7. HRIRFEME, MR X 0 ARELXIR < BELv, Mc
Carty HOHED 124 &%, 3 A21H X Y medro-
xyprogesterone 10mg/H &5 Lic, L»L, %
DL Z, MPEE &g L OTFRRMEHEER L,
s v b e iEm R A bhisd o1, 8 ARA
i b RS & BREAL, MERE?H b
N izo Doxapram »{Ef L7-»%, 8 Al1H 4, iilEc
B ERLLIATREERYRZ L, EHIZ mecha-
nical ventilation (IPPV) %475 & D% H R
Zbh$, 8 A2AfR Ihi,

FIRIERIT R - PSIRAT R T, FWR LA O FHER
T, B mm-lcm OK[EMED 5 fan S HAFE L2
(Fig. 3). MMy, Mk, MIKESBER DO
WCIMAEBE & T DOV, AR FEETR O 7 o
HRELRD bhvie (Fig. 4a,b). ek, Vv &
JEIERD e ote, BRI b, JREFEMT diffuse

pulmonary hamartoangiomyomatosis &2 L7z,

‘84 5/1 /o 20/m 2/N 15/V  20/V  29/V 30/vI 6/vD 12/v@  22/VU
BT ()
39
38
37
PaOz (Torr) 37.0 68.4 74.7 65.4 66.3 506 336 91.2
PaCOz (Torr) 55.6 59.4 54.6 485 576 658 748 40.1
(ol (/m) RA. 1.0 2.0 15 15 17 15 (Fi0240%)
[ medroxyprogesterone 10 mg/day ]
sputum
(ml/day)
100
70 . A
| T |
40
bloody sputum H H HH - —
GM 120mg/day [ST4T[ IRme | CFS 2g [ MINO 100mg CTM 2g  [NFLX600mg] 5535, [LMOX 2g
CL 1200mg_[CFS2g TIPC 6¢g | GM80mg | AMK 200mg TIPC 6g | DOXY200mg

Fig. 2 Clinical course of the case
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Fig. 3 Emphysematous bullae were found on the left lung surface at autopsy.
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TORIED trigger L THEAT R A FhRLEVD
T VAT v APRRERTE YD, KFITH LA pro-
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H. E. X200
Fig. 4 Photomicrograph showing smooth muscle proliferation in interstitium of the lung.
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