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Pulmonary Lymphangioleiomyomatosis
Pathologic Analysis of Eight Korean Cases—

Seung Sook Lee, M. D, Jeong Wook Seo, M. D, Eui Keun Ham, M.ID, Yong I1 Kim, M.D.
Nam Hee Won***, M D, Jung Gi Im*, M.D. and Young Soo Shim™*, M. D,

D pavtments of Pathology, Radiology®, and miernal Medicine™, Seoul National University
Callege of Medicine: Department of Pathology, Kovea University Medical College™**

Histopathology of pulmonary lymphangioleiomyomatosis(LAM] is studied using four new cases
and six previously reported cases, which include two cases without definite evidence of LAM,
The important diagnostic features of this lesion were nodular proliferation of immature smooth
muscle and cleft or cyst formation within the nodules of smooth muscle cells, The nuclei of the
smooth muscle cells were bigger than those of blood vessels or fibrotic lung, and the direction of
nuclei was irregular. The lung parenchyma showed little inflammatory change but there were
multiple air cysts with smooth muscle nodules at their margin.

There were two cases with exuberant proliferation of smooth muscle nodules and two cases
with papilliferous projections of the cells into lymphatic lumen. W hereas, three cases had only a
few small slender nodules of smooth muscle cells at the margin of air cyst. The lymphatic lumen
with smooth muscle nodules is dilated in four cases but other four cases show collapsed lumen.
Pulmonary hemorrhage and hemosiderosis were prominent in three cases. There were variety of
histology in terms of the cellularity of smooth muscle nodules, the size of the lymphatic lumen
and the degree of pulmonary destruction, which may have significance on the clinical
presentation and prognostication. (Korean J Pathol 1994; 28; 358 - 367)

Key Words: Lymphangioleiomyomatosis, Chylothorax, Pulmonary fibrosis, Emphysema
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lung parenchyma.
b). A small slender smooth muscle nodulelarrow) is noted at the margin of air cyst.

Parenchyma is slightly emphysematous, (lymphaticsL)
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Fig. 2-a). Low-power view of case 4 Note the exuberant proliferation of smooth muscle nodules of variable size
and shape, which are associated with or without air cyst formation, Lung parenchyma is destroyed by
air cysts and smooth muscle nodule itself.

b). Smooth muscle nodules(m) are enclosing the air spacela). Air spaces contain hemosiderin-laden mac-
rophages{arrows).

Fig. 3. High magnification of

smooth muscle nodule of case
; 4. Proliferating cells have small
, ovold nuclei and are arranged
of irregular direction. They
look immature. Smooth muscle
nodule of case 3 is more
. hypercellular than that of the
others.
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* Fig. 4. Case 5 Note the papil-
“ liferous projection of smooth
muscle proliferation into the
- intranodular lymphatics,

Fig. 5. Smooth muscle nodule
of case 1 containing a cystical-
ly dilated lymphatics.(air spa-
ce; A, lymphatics; L)
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Fig. 6. Mote the cleft-like spa-
ce of lymphatics in the smooth
muscle nodule.

Fig. 7. One surface of smooth muscle nodule(left) is
lined by cuboidal epithelial cells and the
other surface(right) is lined by flat endotheli-
al cells. Case 6.(air space; A, lymphatics:L)

HE Aozt akdelsin o Fel(FH 3)e =
+ F4e 2 jelntel

3. i
g AAG PALAL PEY £Fel 2ok

— 363 —



—igb el e E = A 28 W M4 E 1994

Fig. 8. A 3l-year-old woman with lymphangioleio-
myomatosis. High-resolution CT obtained at
the level of the opening of right middle lobar
bronchus shows uniform sized, smooth, and
uniformly thick walled cysts distributed
throughout the lung
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