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Case Reports
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Theauthorspresent ararecaseof asurgically treated  diastase digestion, Mayer's mucicarmine and Gomori silver
so-called "sugar” tumor of the lung in a 68-year old male  method. Forimmunohistochemistry were used sera obtained
patient. from DAKO (Denmark) employing standard methods and
the controls to detect the presence of cytokeratins, HMB45,
NSE, TTF-1, S-100, alfa-1-antichymotrypsin, Ki-67, CD56,
~CD117, chromogranin and vimentin.

The so-called clear-cell "sugar” tumor of the lung s jstologically, the tumor was predominantly solid, but
a very rare, benign pulmonary neplasm that occurs iff manifested relatively numerous clefts and small cysts
various age groups, butis most often seen in the elderigyered with cuboidal epithelium typical for the small bron-
Equally often affecting both sexes, the tumor is any; The tumor cells were pleomorphic, large, round or
isolated, asymptomatic lesion situated in the peripherglygonal, with distinct boundaries, centrally located oval
part of the lung and is most frequently detected accidepy,clei and clear, empty cytoplasm, at some regions contain-
tally in chest X-ray. Liebow and Castleman were the firsfng numerous vacuoles or fine, pink granules. Neither mi-
to describe this tumor in 1963 [7, 8] and since that timgyic figures nor necrosis were found. Focally among the
several score of cases have been presented in the fifmor cells, eosinophilic hyaline masses were seen. Within
erature worldwide, mostly as isolated case reports [3jhe |esion a relatively large number of blood vessels were
In the Polish literature, only single cases have beefeqd, which in some areas showed sinusoid dilatations (Fig.

described [9, 11, 12], yetin view of the rare character fy The tumor was not encapsulated but it was relatively easy
these tumors we believe that our patient is worthy of

presenting.

Introduction

A Case Description

G.K., a 68-year old male patient, manifesting no
clinical symptoms of any respiratory disease, was treate
twice for colonic adenomatous polyps removed colonos
copically in 2000. He was referred to a surgical ward due
to a round lesion situated in the superior segment of th*
right inferior pulmonary lobe (SVI) that was detected in &
an A-P chest X-ray and confirmed by CT (Fig. 1). In the "
course of the surgery, a wedge resection was performe
of a fragment of pulmonary tissue containing a tumor,
12mm in diameter. The postoperative course was une
ventful.

fixed lung fragment containing a grayish-white tumor 12m
in diameter; the whole material was embedded in paraffiftig. 1. A CT scan showing a round, well-delineated tumor in the
cut and subsequently stained with HE, paS, paS followingght lung.
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Fig. 2. A solid tumor composed of
cells with clear cytoplasm. Note a cleft
layered by epithelium typical for
small bronchi and numerous sinusoid,
thin-walled blood vessels layered
with endothelial cells. See foci of in-

Fig. 3. Argyrophilic fibers surround-
ing isolated cells or cell groups. Go-
mori silver stain.

Fig. 4. A positive HMB45 antigen
reaction in numerous tumor cells.




Pulmonary "sugar" tumor

to separate from the surrounding, slightly atelectatic pulmonary  An original concept of metabolic abnormalities in tumor

parenchyma. The tumor cells contained paS-positive, granutzlls with accumulation of glycogen in the lysosomes, re-

material, which disappeared following diastase digestion, whaémbling glycogenosis (Pompe’s disease) was postulated by

strongly indicated a high glycogen content. The tumor waBecker et al. [2], although not a single case has been reported

Mayer's mucicarmine-negative, a positive reaction was seefi a patient with a "sugar" tumor and a genetically-trans-

only in isolated glands of the mucosa of the adjacent bronchumsitted storage disease [5].

the cuboidal cells in the clefts and small cysts within the lesion  The tumor is believed to be benign and may be located

also showed a negative reaction. The distribution of argyraso in larynx, ovary or pancreas. Thus, local surgical treat-

philic fibers, as shown by Gomori method, was uneven - withent is sufficient and the patients do not require chemother-

"empty" areas and foci where fibres surrounded even isolata@y. However isolated cases have been described presenting

tumor cells (Fig. 3). with large, necrotic tumors metastasizing to the liver [3, 10].
The epithelial layer of clefts and cysts only expressed

cytokeratins. Almost all tumor cells showed strong immu-

noreactivity for HMB45 (Fig. 4) and NSE-positive cyto- REferences

plasm staining, some showed a positive reaction to S-100. Andrion A, Mazzucco G, Gugliota P, Monga Benign clear cell

and alfa-1-antichymotrypsin. Ki67 was detected in nuclei of  ("Sugar") tumor of the lung. Cancer 1985, 56, 2657-2663.

single tumor cells. The tumor was TTF-1-negative. Th_e2' I?Jf];'_‘ecra'\r'::éf’ggsrl!BZG;T'%QZC_'?%?‘*”tumor( sugar tumor”) of the

CD56 antigen reaction was positive in single cells. Vimenting 5.1 bH: Uncommon tumors. In: Pulmonary Pathology Tumors.

was detected in a few cells. The reactions to chromogranin Dail DH, Hammar SP, Colby TV, eds. Springer New York 1995,

and CD117 were negative. 219-224.
4. Flieder DB, Travis WD:Clear cell "sugar" tumor of the lung:
Discussion Association with lymphangioleiomyomatosis and multifocal

] micronodular pneumocyte hyperplasia in a patient with tuberous
A clear-cell "sugar" tumor of the lung is very often  sclerosis. Am J Surg Pathol 1997, 21, 1242-1247.

misdiagnosed - especially in frozen sections during in-5. Gal AA, Koss MN, Hochholtzer L, Chejfec & immunohisto-
traoperative examination - as a pulmonary metastasis of clear chemical study of benign clear cell ("sugar’) tumor of the lung.

I | . 3.5 11 1211 inst | Arch Pathol Lab Med 1991, 115, 1034-1038.
cellrenal carcinoma [3, 5, 11, 12]. In some instances, me aé Gaffey MJ, Mills SE, Zabo JR et &lear cell tumor of the lung:

noma metastasizing to the lung or a primary clear-cell car-  jmmunohistochemical and ultrastructural evidence of melanogen-
cinoma of the lung is also considered [3]. Precise clinical, esis. Am J Surg Pathol 1991, 15, 644-653.
morphological and immunohistochemical examinations?. Liebow AA, Castleman Benign "clear cell tumors" of the lung.
allow for ruling out these possibilities, what is later con- A™ J Pathol 1963, 43, 13a. o
fi dbva cessful lona term follow-u 8. Liebow AA, Castleman Benign clear cell ("sugar") tumors of the
irmed by & success gt P lung. Yale J Biol Med 1971, 43, 213-222.
T(_)'C_Iate, the histogenesis of '_[he tumor is unclear; any marciniak M, Kotodziej J, Sosnowski Rrzypadek tzw. "guza
association has been suggested with smooth muscle cells orcukrowego" ptuca. Pneum Pol 1988, 56, 11-12.
pericytes [7, 8], epithelium, especially with Clara cells [1]10. Sale GE, Kulander BGBenign" clear-cell tumor (sugar tumor) of
: ‘«tn. the lung with hepatic metastases ten years after resection of pul-
neuro_endocnne cells 2] or .melaqocy./tes [6]. Immun(_)hls,to monary primary tumor. Arch Pathol Lab Med 1988, 112, 1177-
chemical and ultrastructural investigations allow for rejecting 117g.
such theories. Tumor cells are negative inimmunoreactions ff. Stodkowska J, Sulikowska-Réglia A, Dorosz P et atagodny
keratins, EMA, desmin, actin and chromogranin [5]. jasnokomorkowy guz ptuca ("guz cukrowy"): ocena morfologicz-
. . ~ na, immunohistochemiczna i ultrastrukturalna guza. Pneumonol
The immunoexpression of HMB_45, as we.II as_S 100 and Alergol Pol 2000, 68, 60-64.
NSE. co-mblned with qegatlve_ reactions to epithelial markers, . irska B, Wylewicz W, Nowak MBenign clear-cell lung
may indicate an association with such neoplasms as melanomajumor. Patol Pol 1980, 31, 445-449.
clear cell sarcoma of the tendon sheath, as well as angiomyoli-
poma or angiolipoma, which is related to the presence of
melanosomes, but not necessarily points to an association with
the melanocyte line [5, 6]. One should also remember that in
the lungs, HMBA45 labels some cells in lymphangioleiomyoma- .
. . " X Addressfor correspondenceand reprint requeststo:
tosis and a report has been published describing a patient Wi, i, m.p.
tuberous sclerosis and concomitant clear-cell tumor of the lum@partment of Pathomophology
and lymphangioleiomyomatosis [4]. Grzegorzecka 16, 31-531 Krakow
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