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CONTRIBUTOR: James H. Grahamt M .. D. MAY 21, 1989 - CASE NO. 1 
La Jol l a, California 

TISSUE FROM : Right breast ACCESSION NO. 26465 

CLINICAl ABSTRACT: 

History: The patient a 29'"year-old white female was seen on 4/8/88 with 
a history of having a biopsy taken from a tumor on the· lateral aspect of the 
right breas.t 2 years before which was reported as a fibroadenoma. After the 
procedure the breast became more swo 11 en than normal with en 1 argement of the 
ntpple. _ Subsequently, sma l l lesions developed around the right nipple from 
wh ich she could express a whitish grainy particu l ate material that sometimes 
was fluid. Warm compresses and a variety of oral antibiotics provided little 
benefit. 

Physical examination: The right nilpple was tender and 50% larger than 
the left one. There was one excoriated area measuring 3 mm. on the lateral 
aspect of the nipple. The nipple was large and irregular in contour with 
some inversion and constriction at the base. There were numerous 1 mm. f i rm 
whitish 1esions at the periphery of the ril ght nipple. 

SURGERY: 

Aprill ]5, 1988: A biopsy of the right nipple, was done and showed non
specific changes. 

January 26, 1989: A deep biopsy of the right nipple was performed. 

February 7, 1989: A right parti al mas.tectomy was performed including! 
removal of the areola and nipple. 

GROSS PATHOLOGY: 

Specimen submitted was an ellipse of non-pigmented skin measuring 33 x 25 
mm. There was a dome-shaped irregular elevation centrally measuring 
approximately 14 x 10 mm. There was an underlying 15 mm. of tissue. Two sutures 
were present, a black suture at the 3 o'clock margin and a Vicryl suture at the 
12 o'clock position. Tannish nodular tumor-like tissue was present at the deep 
margin of excision. It was surrounded by some normal-appearing fat. The 9-3 
o'clock margin was inked yellow. The 3-9 o'clock margin was inked green. The 
very base of the specim~n was overinked blue. In addition, the 9-3 o'clock 
margin was scored. The specimen is then serially sectioned transversely in the 
6-12 o'clock axis starting in the 3 o'clock position. The deepest extent of 
the apparent neoplasm was amputated. An area of multifocal hemorrhage consistent 
with a previous biopsy site was present. It measured approximatley 3 to 4 rnm. 
in diameter in two different foci. The 3 o'clock positioned specimens were in 
cassette A with the final 9 o'clock position specimens in cassette E, cassette 
F contained the sections taken perpendicular to the deep margin of the specimen. 



CONTRIBUTOR: Raymond Bangle, M. D ~ 
Carl P. Treling, M. D. 
Los Angeles~ California 

TISSUE FROM: Scalp 

CLINICAL ABSTRACT: 

MAY 21, 1989 - CASE NO . 2 

ACCESSION NO. 26319 

History: A 41-year-old Hispanic male presented with sessile protuberant 
nodular skin tumor of unknown duration and involving the right basal scalp area. 
The tumor measured 2.5 em. across and up to 1.5 em. in height. It was focally 
eroded but non-pigmented. 

SURGERY: (December 11, 1985) 

An excision cutaneous biopsy was performed. 

GROSS PATHOLOGY: 

The specimen consisted of a hair-bearing skin ellipse 30 x 22 mm. in surface 
dimensions and including subcutis. The skin surface showed a large protuberant 
nodular mass covering an approximate 24 x 22 mm. area and up to 15 mm. in height 
above the surrounding surface. On sectioning the tumor was demarcated but non
encapsulated solid, soft and white with tan foci and appeared mucinous in areas. 
It involved the full thickness of the dermis and extended into the underlying 
subcutis. Tumor appeared in very close proximity margin of excision. 



CONTRIBUTOR: Weldon K. Bullock~ M. D. MAY 21, 1989 - CASE NO. 3 
Los Angeles, Ca l ifornia 

TISSUE FROM: Ski1n of hand ACCESSION NO. 11377 

CLINCAL ABSTRACT: 

History: History given on admission to LACH, September 7, 1960,, was that 
the patient had developed five months previously a small ulcer-like lesion on 
the dorsum of the right hand which had grown progressively larger. He had not 
sought medical attention prior to this time. 

Physical examimation: A large, fungating, ulcerated, 12 em. tumor covered 
the entire dorsum of the right hand, extending into the third, fourth, and fifth 
fingers. The tumor appeared to be fixed to the 11 underlying tendons and bones 11

• 

There was evidence of rather extensive re-epithe,1ialization in the center of the 
tumor. On the volar aspect, the tumor had a 3 x 5 em. extension into the fourth 
and fifth fingers. There was induration in the epitrochlear region, but no dis-, 
tinctly palpab1le nodes; there was no axillary lymphadenopathy. 

Laboratory data; Histoplasmin and coccidioidin skin tests were negative. 
Chest x-rays were negative. Fi'lms of the right hand showed generalized bony 
demineralization consistent with disuse. Fungus cultures yielded no growth after 
seven weeks. (BlastomyGosis was considered in the differential diagnosis.) 
Repeat cultures grew Candida species (probably a contaminant). 

Biopsies of the lesion were done on September 10~ and September 19, 1960. 
The patient was presented to the Tumor Board on several! occasion. Their review 
on November 30, 1960, stated: "The lesion (has been treated) in three separate 
areas with 3500 r. to one area~ podophyllin to the second, and currettage and 
Bovie to the third. There has been slight regression i1n the area treated by 
x-ray, no change in the area treated by podophyllin, and good response in the 
area treated by currettage. However, there appears to be some extension of the 
llesion." At this time, the lesion occupied the entire dorsum of the hand, ex
tending down the third, fourth, and fifth fingers, and on the fifth finger ex
tended around anteriorly, involving the proximal phalanx. Three nodes were 
palpated in the r·ight axilla, which proved to be "reacti,ve hyperplasia." when 
excised. · 

SURGERY: 

On January 10, 1961, the third, fourth,, and fifth fingers and portion of 
the hand were amputated; leaving the thumb and index finger intact. 

GROSS PATHOLOGY: . 

The 2'7'0 gram, 19 x 8 x 3.S em. specimen represented the resected portion of 
the right hand, including the middle, ring, and little fingers. Along its dorsal 
aspect the specimen measured 20 em. in length, and 11.5 em. on the palmar ski,n 
aspect. The extensive, ulcerated neoplasm was thich, indurated, white, elevated, 
and friable, but appeared not to penetrate bone. (See accompanying sketch for 
extensiveness of lesion.) 



CONTRIBUTOR: Milton Feinberg, M. D. 
Aaron Dubrow, M. D. 
Van Nuys, California 

TISSUE FROM: Left buttock 

CLINICAL ABSTRACT: 

MAY 21, 1989 - CASE NO. 4 

ACCESSION NO. 25488 

History: A 57-year-old Hispanic male, had an injection into the left buttock 
one year ago in Mexico for unknown reason. A slowly progressively growing lesion 
developed which began draining from multip1le sinuses. He was treated with anti
biotics without resu~ts. 

Physical, examination: There was a fungating lesion of the left buttock with 
three draining sinuses with exophytic skin growth around the sinuses, each measuring 
2.5 em. in diameter and raised 1 em. An indurated mass was present deep to the 
sinuses. 

laboratory data: Cultures of the drainage grew Staphylococcus Aureus, Proteus 
Mirabilis, enterococcus and Morganella Morgagnii. 

SURGERY: (April 16, 1984} 

The mass together with skin sinuses was excised. There was a large draining 
abscess with multiple fistulous tracts. Sinus tracts communicated with each other 
and this areas was excised. 

GROSS PATHOLOGY: 

Specimen consisted of an ellipse of ski'n measuring 11.5 x 9· ems. an up to 4 
em. in thickness. On the surface there, were three exophytic protrusions, two were 
mushroom-like and one had a cauliflower-like appearance with grossly ~isible, 
draining sinus tracts. Each measured approximately 2-1/2 em. in diameter and was 
raised about 1 em. On section, there were many sinus tracts which extended deeply 
into the dermis and subcutaneous tissues. The walls of these sinuses were made 
up of a waxy and keratinaceous material with a foul odor. These three major 
si.nuses fused to form a large confluent mass deep in the subcutaneous tissues. It 
was impossible to determine whether these tracts were arising, from one source or 
from three. areas which fused to form one huge mass, inasmuch as all three became, 
confluent forming this huge endophytic mass. There appeared to be central areas 
of necrosis within the keratinaceous material with some purulent areas. The 
neoplasm extended through the full thickness of the specimen W'ith many satellite 
nodul1 es as well as many crypts and sinuses. A smalll satellite was seen on the skin 
near one end. · 



CONTRIBUTOR: Stuart Lindsay, M. D. MAY 21, 1989 - CASE NO. 5 
Redwood City, California 

TISSUE FROM: Skin of foot ACCESSION NO. 8109 

CLINICAL ABSTRACT: 

History: A. L., a 23-year-old male presented with a mass on the skin of the 
foot for several months. 

GROSS PATHOLOGY: 

A polypoid mass measuring 6.0 x 6.0 x 4.5 em. was attached to an ellipse of 
skin. Cut surfaces were soft, glistening and pink-yellow with several cysts 
measuring up to 2.5 em. Some of the cysts were filled with bloody fluid. The 
mass was well circumscribed. 



CONTRIBUTOR: D. R. Dickson, M. D. MAY 21, 1989- CASE NO.6 
Santa Barbara, California 

TISSUE FROM: Scalp ACCESSION NO. 26433 

CLINICAL ABSTRACT: 

History: A 87-year-old female ;,n 1980 had a 6 x 4.5 em. mass excised from 
the left •lateral frontal scalp. Microscopic examination indicated periosteal 
invasion. She d{d well until 1988 when she again developed a growth on her scalp 
near the vertex and this progressively increased in size but she refused any 
further surgical care. She was admitted on 1/26/88 on week after her grand-daughter 
noticed progressive aphasia and right hemiparesis and in~isted on hospitalization. 

Radiographs: CT scan of brain {1/26/88) showed a soft tissue tumor which 
enhanced with contrast in the left frontal! parietal region involving calvarium 
and extending to involve the subjacent brain. 

SURGERY: 

On 1/28/88 a fine needle aspration was performed. On 2/3/88 total exc1s1on 
of the left frontal mass i~cluding subcutaneous tissue, skull, dura and subdural 
tissues wa~ performed with stainless steel methacrylate cranioplasty. 

GROSS PATHOLOGY: 

The specimens received are as follows: 

The first portion was 43 grams of irregular, oval portion of scalp skin 
measuring 9 x 8.4 ems. in greatest dimension with a cutaneous surface _intact, except 
for one· eccentric purple area, 6 x 2 mm. The central portion contained a 5.2 em. 
in diameter, smooth, non-ulcerated convexity that was 1.2 mm. in thickness. The 
deep aspect consisted of subcutaneous fat and galea aponeurotica, but the major 
central portion had a 6 em. in diameter~ friable, granular, cauterized pink neo
plastic tissue. On the sectioned surface was a glistening, pale, tan-white, firm 
neoplasm, at least 3.5 ems. in diameter, involving the subcutaneous fat and the 
elevated epidermis. There was a wider flaring extension to the previous1y-mentioned 
6.2 em. tumor beneath the galea. This extended to the deep transection with loss of 
detail of the galea due to the infi1tration. 

Jhe second portion was a segment of calvarium with multiple burr holes, weigh
ing 58 grams and measuring 9 x 7.2 ems. The calvarium was 10 mm. in thickness and 
on the outer convex aspect were islands of hard, glistening, pink neoplasm that was 
fused to the cortex with the underlying cortex eroded, giving a spicular with hair
like projectioh extending into the neoplasm. The inner concave aspect where the 
dura had been stripped there was a central 3.5 x 1 em. di'ameter area of eroded bone. 

The third portion consisted of a portion of dura that was tri1pped from the 
previously mentioned inner table, weighing 8 grams and measuring 4.5 x 3.3 ems. and 
red to tan red neoplasm up to 1.4 ems. in thickness attached to the dura and 
appeared to be encapsulated . 



CONTRIBUTOR : A. L. Wittmann, M. D. MAY 21, 1989 - CASE NO. 7 
Los Angeles, California 

TISSUE FROM: Left cheek ACCESSION lO. 22093 

CLINICAL ABSTRACT: 

History: A 56-year-old Chinese female with a 3 year history of asymtomatic 
left cheek mass which had gradually enlarged. She also complained of chronic 
itch to hands and sacrum and treated with Lidex ointment. 

Physical examination: there was a 3 x 2.5 em. firm mass lateral to the 
left naso-labial forld attached to the skin and moved freely over the subcutaneous 
tissue. The mass was well defined, no punctum and had vascular ectasia over the 
surface. Ctironi c eczema present on· ·h'ands and sacrum. · 

SURGERY: 

Excisional biopsy was performed on 8/16/76. A solid mass with foci of 
calcification was noted. 

GROSS PATHOLOGY: 

·' 

A 2 x 1 em. lobulated firm pale yellow tissue mass which on section was 
solid and homogeneous. There were scattered firm white areas ·. 

• : · I ~ • o 

I ' 
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CONTRIBUTOR: James A. Sargent, M. D. 
Exeter, California 

TISSUE FROM: Lesion over left hip 
and buttock 

CLINICAL ,ABSTRACT: 

MAY· 21, 1989'- CASE NO. 8 

ACCESSION NO. 12098 

A mass situated on the lateral surface of the left hip region was stated to 
have been present for several years with recent ulceration. No pain or other 
symptoms were associated with it~ 

Physical examination revealed amass approximately 8-9 ems. in diameter, 
most of it being subcutaneous with a small superficial area of ulceration. The 
mass moved quite freely with the skin and underlying tissues. 

SURGERY: 

The tumor was removed with a wide margin of surrounding skin. 

GROSS PATHOLOGY: 

A spherical tumor about '10 x·.9.5 em. showed a pseudocapsule of fibrous tissue 
and subcutaneous fat sharply delimiting the mass. One portion of the surface of 
the mass was covered by wrinkled, freely movable redundant skin, an ellipse 12 x 
9 em. with a central ulcer, 2.5 x 1 em. Surfaces made by sectioning the mass were 
partially lobulated, uniform, and tan-white. Sections through the cutaneous ulcer 
showed no tumor related to the ulcer. 



CONTRIBUTOR: Julio A. Ibarra, M. D. MAY' 21, 1989 - CASE NO. 9 
Long Beach, California 

TISSUE FROM: Scalp ACCESSION NO. 25663 

CLINICAL ABSTRACT: 

History: A 53-year-old femal'e presented with a scalp lesion that had 
been present for approximately 10 years and started as a 11 birth mark11

• The 
lesion had grown significantly in the last two years. Approximately two years 
previously· an injury to the lesion resulted in profuse bl'eeding. 

Physical examination: A raised ulcerated mass on right superior parietal 
region of the scalp. The skin was freely moveable. There was no palpable 
adenopathy. 

Radiograph: Skull x-rays were unremarkable. 

SURGERY: 

The, patient underwent wide excision of the sea 1 p 1 es ion. 

GROSS PATHOLOGY: 

The specimen was submitted in two parts: 

The first specimen was a smal,li biopsy of soft tan tissue measuring: 1.5 x 1 
x lcm. which was submitted for frozen. 

The second specimen was a round excisional, of skin that measured 4.8 em. 
in greatest diameter. On the surface, there was a lobulated, tan, raised lesion 
that measured 2.7 em. in greatest diameter. The lesion did not reach the lateral 
margins of resection. On serial section this was seen as a soft, friable, 
nodular, yellow-tan lesion that did not extend to the deep margin of excision. 



CONTRIBUTOR: Paul Jernstrom, M. D. MAY 21, 1989- CASE NO. 10 
Los Angeles, California 

TISSUE FROM: Right face ACCESSION NO. 22395 

CLINICAL ABSTRACT: 

History: This 68-year-old white male had a history of multiple squamous and 
basal ce11 carcinomas of the face dating back to 1963. The larg~st of the tumors 
recurred in 1969, and necessitated surgical removal of the zygoma and subsequent 
skin grafts to control the tumor. In 1973, a second recurrence was noted and he 
was treated with high dose Methotrexate chemotherapy. A third recurrence in 1976 
led to additional chemotherapy with Methotrexate, Bleomycin, and Prednisone. The 
lesion continued to enlarge and it was decided to attempt radical surgical removal. 

SURGERY: (April 1, 1977} 

A right radical orbital exenteration was performed. The tumor extended 
superiorly to the cribiform plate and invaded the orbital floor, laterally out 
throught the cheek to form an ulcerating mass, medially to the nasal septum, 
posteriorly to the ethmoid and sphenoid areas, and inferiorly into the naso
pharynx. 

GROSS PATHOLOGY: 

A radial orbital exenteration with attached total right maxillectomy was 
received. The tumor measured 5.5x 4.5 x 3.5 em. and exhibited a uniform, pink
yellow to tan, granular, soft cut surface. The surgical margins were free of 
tumor grossly and microscopically. 

) 



CONTRIBUTOR: Philip Flynn, M. D. MAY 21, 1989 - CASE NO. 11 
Redding, California 

TISSUE FROM: Skin of left forearm ACCESSION NO. 9075 

CLINICAL ABSTRACT: 

History: The patient, an 80-year-old Caucasian male, had a 11 lump 11 

growing on his left forearm for twenty years. The mass was removed 10 years 
ago and recurred. 

SURGERY: (December 13, 1956) 

The residual lesion was excised. 

GROSS PATHOLOGY: 

The specimen consisted of an elliptical piece of skin measuring 3.5 x 2.0 
em. The squamous epithelium appeared thin and atrophic. Beneath was a multi
nodular solid white tumor measuring 1.5 em. in maximal dimension. Upon 
sectioning, the nodule was bosselated but had a contiguous white matrix speckled 
with yellow and black formalin mixed pigment. The parenchyma was solid white. 
A thin peripheral 0.1 em. rim of tissue was present about the nodule. 



CONTRIBUTOR: . F. Azi~i, M.D. MAY 21, 1989 - CASE NO. 12 
Fontana, California 

TISSUE FROM: Skin of back ACCESSION NO. 26412 

CLINICAL ABSTRACT: 

History: The patient, a 2~-year-old caucasian male, had a painful mass on 
the back for 1 year whic~ ble~d frequently. 

SURGERY: (November 22, 1988) 

An exophytic purplish lesion with a 2 em. diameter base and approximately 
2.5 em. in width was removed from the left lower back close to the midline. 

GROSS PATHOLOGY: 

The specimen consisted of an e1Jipse of skin, measuring 4.0 ~ 2.0 cms.,bearing 
a polypoid purplish-pink lesion, measuring 2.0 x 2.0 x 1.0 ~m. The cut ·surface of 
the polypoid mass was hemorrhagic. ' 

.. 
'• 
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CONTRIBUTOR: W. M. Talbert, M. D. MAY 21~ 1989 - CASE NO. 13 
Long Beach, California 

TISSUE FROM: Scalp ACCESSION NO. 24615 

CLINICAL ABSTRACT: 

History: The patient, a 76-year-old caucasian female, developed multiple 
painless bluish nodules on her scalp~ 

SURGERY: (April 30, 1974) 

Excisiona1 biopsy of the scalp nodules. 

GROSS PATHOLOGY: 

The specimen was an ellipse of skin measuring 8 x 3.8 x 0.8 em. with 
several 1 em. bluish nodules and intervening firm depressed areas. 



CONTRIBUTOR: Milton L. Bassis, M. D. 
San Francisco, California 

TISSUE FROM: Skin & subcutaneous tissue 
right subscapular area 

CLINCAL ABSTRACT: 

MAY 21, 1989 - CASE NO. 14 

ACCESSION NO. 22856 

History: This 69-year-old man presented complaining of a subcutaneous mass 
on the right upper back beneath the scapula for 20 years. He underwent biopsy 
of the mass 9 years previously. The mass was associated with itching and dis
comfort, but was stable in size. 

SURGERY: (November 19, 1974) 

The mass was excised. 

GROSS PATHOLOGY: 

The specimen consisted of an 8 x 5 x 3.5 em. ellipse of skin and subcutaneous 
tissue. The skin surface showed a central 3 em. scar. The subcutaneous tissue 
contained a poorly circumscribed, hard, yellow-white whorled mass which measured 
5 x 4 x 2.5 em. 



CONTRIBUTOR: D. R. Dickson~ M. D. MAY 21~ 1989 - CASE NO. 15 
Santa Barbara~ California 

TISSUE FROM: Scalp ACCESSION NO. 26434 

CLINICAL ABSTRACT: . 

History: The patient, a 15-year-old Hispanic male, had a mass in the 
occipital portion of the scalp for years. He had no symptoms related to the 
mass. 

SURGERY: (December 27, 1988) 

An excisional biopsy of the scalp mass was performed. The specimen was 
not attached neither to the sk1n nor periosteum. 

GROSS PATHOLOGY: 

The specimen consisted of an ovoid mass measuring 3.0 x 2.2 x 0.8 em. One 
surface was convex and cerebriform with convo 1 uted smooth ·g 1 is teni ng ridges, 
averaging 0.8 em. in width. The opposite surface was concave and covered with 
loosely attached yellow-white fibrofatty tissue. Sectioning revealed discrete 
and confluent 0.4- 0.5 em. cystic tubules with uniform walls measuring less 
than 0.1 em. in thickness and sticky soft whitish-tan material in the lumens. 

Accompanying was an unremarkable skin ellipse bearing black hairs and 
measuring 2.2 x 0.5 em. · 



CONTRIBUTOR: Sheldon A. Miller, M. D. MAY 21~ 1989- CASE NO. 16 
Ventura, California 

TISSUE FROM: Skin of buttock ACCESSION NO. 25415 

CLINICAL ABSTRACT: 

History: The patient, a 58-year-old male, had a skin lesion of the left 
buttock that started out as a pimple-like area that became infected approximately 
six months before excision. During that time, it appeared to be an abscess and 
was drained. 

SURGERY: (January 5, 1985) 

An excision biopsy was performed. 

GROSS PATHOLOGY: 

The specimen consisted of a wedge of skin measuring 5.0 x 2.8 x 2.0 em. with 
a 1 em. gr~y plaque on the surface. 



) 

CONTRIBUTOR: F. Azizi, M. D. MAY 21, 1989 - CASE NO. 17 
Fontana~ California 

TISSUE FROM: Forehead ACCESSION NO. 26436 

CLINICAL ABSTRACT: 

History: A 40-year-old Caucasian female with a history of familial 
hereditary cylindromas since her teenage years. The cylindromas have been 
getting worse over the years and especially worse on her forehead, face, and 
ear region. The cylindroma had enlarged over her external ear and ear canal 
and had affected her hearing over the past year. The auditory studies showed 
conductive hearing loss bilaterally. 

Past history revealed parotidectomy on the left side and multiple excisions 
of the cylindromas. Father and eldest daugther have the same familial cylindroma. 

Physical examination: Multiple cystic lesions over forehead, face, back, 
upper and lower extremities and trunk. 

SURGERY: (October 29, 1987) 

Excision of tumor from forehead, full thickness with placement of split
thickness skin graft from the left outer thigh. 

GROSS PATHOLOGY: 

The specimen consisted of an irregular piece of tan skin measuri ng 15 x 
8.5 em. in maximum dimensions. Numerous nodular masses on the surface of the 
skin were identified, the largest measuring 2 em. in maximum dimension. 



CONTRIBUTOR: Para Chandrasoma, M. D. 
los Angeles, California 

TISSUE FROM: Buttock 

CLINICAL ABSTRACT: 

MAY 21, 1989 - CASE NO. 18 

ACCESSION NO. 25380 

History: Th-is 7~-year-old Mexican-Armerican woman noted a right buttock mass 
for at least 5, month·s. The mass started as a small red papule, then progressively 
enlarged and caused some discomfprt when sitting and lying. It became painful and 
ulcerated through skin with episodes of contact b~leeding past 2 months. 

Surgery was cancelled because of right groin lymphadenitis which was drained 
yielding pus and patient was put on triple antibiotics. 

CT scan revealed mass superficial to muscle. 

Ph,ysciall examination: A large, centrally ulcerated mass measuring 6 x 7 ems. 
was present on the right buttock, With healing incision, no purulence or erythema. 

SURGERY: 

An inc is i ona 1 biopsy was performed, fo,ll owed by a wide 1 oca l exc 1 s 1 on (1/85). 
The tumor was found to be invadin9 down to, but not into, the gluteal fascia. 

GROSS PATHOLOGY: 

The specimen consisted of a 17 x 10 x 6 em. ell i pse of skin and subcutaneous 
tissue with centra ll ulceration ., The lesion which was a fungating, spreading lesion, 
raised 1 em. above the skin level measuring 9 x 8 x 3 ems. At the center of the 
spec,imen, the lesion came close to the skin at a distance of 1.5 - 1 em. on each 
side. Cut section showed firm fl'esh-like tissue with i,ndeterminate spread into the 
immediate underlying tissue. There was no gross involvement of deep or lateral 
margins by this process. 



• 

CONTRIBUTOR: Raymond Bangle~ M: D. MAY 21, 1989 ~ CASE NO. 19 
Tarzana, California 

TISSUE FROM: Skin of shoulder ACCESSION NO. 25000 

CLINICAL ABSTRACT: 

History: This 70-year-old white man presented with a protuberant 3 x 1 
em. skin nodule on the right lateral shoulder area. It was non-pigmented and 
non-ulcerated. 

SURGERY: (August 9~ 1983) 

An excisional biopsy was performed. 

GROSS PATHOLOGY: 

The specimen consisted of a 5.7 x 3.2 x 1.2 em. ellipse of skin and sub
cutaneous tissue. The skin surface showed a 3.2 x 2.2 em. nodule which was 
covered with intact epithelium. On section the nodule appeared well circum
scribed. The cut surfaces were soft and white to cream colored with numerous 
small cystic areas. 



CONTRIBUTOR: Lilibeth Guinto-Miranda, M. D. MAY 21, 1989 - CASE NO. 20 
Bakersfield, Ca l ifornia 

TISSUE FROM: Back mass ACCESSION NO. 26402 

CLINICAL ABSTRACT: 

History: This 74-year-ol d white male presented in April of 1988 with large 
ulcerated lesion, measuring 8-10 ems. in diameter~ in the middle portion of the 
low back at the center with fixation to the bone. He had extensive lymphadenopathy 
throughout the axilllary, cervical and inguinal regi,ons. B,iopsy of axillary lymph 
node demonstrated a poorly di~ fferentiated carcinoma. He received radiation treat~ 
ment to the· back lesion to prevent further growth and encroachment on the spinal 
canal. However, he showed minimal response to radiation and the mass became pro
gressively larger with increasing tenderness, drainage and penetration. He was 
advised that he should have the mass. excised in its entirety, if possible, down 
to the spinous process for palliation, to avoid further encroachment into the spinal 
canal and to have symptomatic relief of the pain, drainage and discomfort from this 
ulcerated lesion. 

Physical examination: There was a~ swollen, painful, ulcerated mass in 
the middle portion of the low back, measuring at least 10 ems. in diameter, with 
fixation to the spinous process. In the center of the mass was a large scab 
indicating frequent drainage and ulceration. Palpable enlarged and tender lymph 
nodes were noted in both axillary and inguinal regions. 

SURGERY: (December 12, 1988) 

A wide excision of the lesion down to a lumbar spinous process was performed. 

GROSS PATHOLOGY: 

The. specimen consisted of a 22 x 9 x 1.5 em. ellipse of skin and subcutaneous 
t i ssue which contained a 7 x 6 em., elevated, purplish mass with central ulceration. 
The sectioned surfaces were nodular, with variegated purple tan and yellowish color~ 
at ion. 

• 
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SKIN AND SKIN APPENDAGE TUMORS 

MODERATOR: 
JAMES H.. GRAHAM, M. D. 

MAY 21, 1989 

CASE NU. 1 - ACCESSION NO. 26465 

FOLLOW-UP: Patient was seen April 18, 1989 at which time excisional 
wound healed nicely and doing well. When last seen August 14, 1989 they 
were planning on doing a nipp~e areolar reconstruction. 

CASE NO. 2 - ACCESSION NO. 26319 

FOLLOW-UP: In January 1986 a wide re-exc1s1on of the skin in continuity 
wilth the post auricular fatty tissue, the. right submandibular triangl'e and 
the right jugullar (node-bearing) fatty tissue was performed along wiith lymph 
note dissection. Metastasis to lymph node in submanqibular triangle was dis-· 
covered, a CT scan of lung revealed multiple nodular densitites bilaterally 
consistent with metastatic tumor. He was treated with OTIC chemotherapy in 
July 1986. Due to further progression of disease he·received radiation 
the_rapy to the right neck. He expired on 11/24/1986 of metastatic disease·. 

CASE NO. 3 - ACCESSION NO. 11377 

FOLLLOW-UP: Patient expired on 11-26-61. 

Cause of death: Cardiovascular co~lap$e. 
Metastatic carcinoma 

No autopsy performed. 

CASE NO. 4 - ACCESSION NO. 25488 

FOLLOW-UP: Re-excision of larger area done on 4-25-84, followed by 
skin grafting on 5-7-84. There was focal residual carcinoma on the re
excision. The graft healed and no follow-up is available. 

CASE NO. 5 - ACCESSION NO. 26433 

FOLLOW-UP: Not available. 

CASE NO. 6 - ACCESSION NO. 26433 

FOllOW-UP: {5/3/89) 

No sign of recurrence. She had a CAT scan 6 months ago which was 



negative. She is alive and well. she has persistent left brain problem since 
before, tumor was removed. 

CASE NO. 7 - ACCESSION NO. 22093 

FOLlOW-UP: Not available. 

CASE NO. 8 - ACCESSION NO. 12098 

FOLLOW-UP: As of August 14~ 1962, there was no evidence of recurrence. 
Because of the senility patient unable to accurately state the duration of the 
lesion. 

CASE NO. 9 - ACCESSION NO. 25663 

FOLlOW-UP: Patient last seen by physician in June 1986 - no recurrence. 

CASE NO. 10 - ACCESSION NO. 22395 

FOLlOW-UP: The patient died four months and thirteen days fo1lowing surgery, 
with recurrent tumor. Autopsy was not performed. His demise was reportedly a 
consequence of u ••• celibacy, depression, malnutrition, dehydration and probable 

) 

aspiration pneumonia .... ~~ apparently in that order. ) 

CASE NO. 11 - ACCESSION NO. 9075 

fOllOW-UP: Not available. 

CASE NO. 12 - ACCESSION NO. 26412 

FOLlOW-UP: Not available. 

CASE NO. 13 ~ ACCESSION NO. 24615 

FOlLOW-UP: She deve~oped three 1 em. nodules on scalp and received 3000 
rads. She was hospitalized 4/28/75 for cerebral artery disease at which time 
there was evidence of recurrence of sarcoma (received 2000 rads) and expired 
at a convalescent home of metastatic sarcoma. 

CASE NO. 14 - ACCESSION NO. 22856 

FOLLOW-UP: Patient last seen 10-87., There. was no evidence of recurrence. 



' 

) 
CASE NO. 15 - ACCESSION NO. 26434 May 21, 1989 

FOLLOW-UP: Not available. 

CASE NO. 16 - ACCESS]ON NO. 25415 

FOLLOW-UP: Not available. 

CASE NO. 17 - ACCESS]ON NO. 26436 

FOLLOW-UP: In August 1988, patient had undergone a magnetic resonance 
image scan which demonstrated an extensive left deep facial tumor occupying 
the pterygoid fossa, sphenoid wing and i'mpressing on the left temporal lobe. 
A much smaller lesion was noted on the right side of the cavernous carotid with 
extension along the right clivus. 

When seen in December 1988, the tumor extended superiorly into the 
carvernous sinuses bilaterally and had completely surrounded the intra
cavernous carotid arteries,. It also extended to the left middle fossa, the 
sella turcica, the pituitary and possibly the optic chiasm. She received 
external beam neutron irradiation. 

In the interval she also completed neutron irradiation to dermal tumors 
of anterior and lateral left thigh. There appeared to have been some minimal 
changes in size including, hei1ght and cilrcumference, as well as softening of 
tumors and change in color to a darker, somewhat cyanotic appearance which may 
represent ischemic changes in the tumors. 

CASE NO. 18 - ACCESSION NO. 25380 

FOLLOW-UP: Patient lost to follow-up since 10/8/87. 

CASE NO. 19 - ACCESSION NO. 25000 

FOLLOW-UP: Patient is presently in convalescent home - has advanced 
cerebral arteriosclerosis (and thrombosis). 

CASE NO. 20 - ACCESSION NO. 26402 

FOLLOW-UP: {James Anhalt, M. D.) 

Patient received post-ilrradiation to the larynx and node in the neck. 
There has been some improvement but patient still! has resildual disease and 
may have to have a tracheostomy. 

Reference: Wenig, Bruce M. Hyams, Vincent J. et al: Moderately 
Differentiated Neuroendocrine Carcinoma of the Larynx. A Clinico
pathologic Study of 54 Cases. Cancer 62:2658-2676, 1988. 
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MODERATOR'S niAGNOSIS SHEET 

MODERATOR: 
JAMES H. GRAHAM, M. D. 

SKIN AND SKIN APPENDAGE TUMORS 
SHERATON! PLAZA LA REINA HOTEL 

LOS ANGELES, CALIFORNIA 

MAY 21, 1989 

DIAGNOSIS 

Microcystic adnexal carcinoma , breast 

Myxoid malignant melanoma, scalp 

Verrucous carcinoma, skin of hand 

Verrucous Carcinoma, left buttock 

Aggressive digital papillary adenoma, foot 

Malignant eccrine acrospiroma, scalp 

Chondroi d syringoma, cheek 

Trichogermoma, lesion over left hip and buttock 

Tri cho 1 emmoma ,, sea 1 p 

Sebaceous carcinoma, right face 

Eccrine acrospiroma,, skin forearm 

Sclerosing hemangioma, skin back 

Hemangiosarcoma, scalp 

Granular cell tumor, subscapular area 

Neurothekeoma, scalp 

Proliferating epidermoid cyst, buttock 

Cylindroma, skin forehead 

Merkel cell tumor, buttock 

Metatypica1 basal celll carcinoma, skin of shoulder 

Metastatic carcinoid, skin back 
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SKIN AND SKIN APPENDAGE TUMORS 

MODERATOR: 
JAMES H. GRAHAM, M. D. 

MAY 2] , 1989 

CASE NO. 1 - ACCESSION NO. 26465 

FOLLOW-UP: Patient was seen April 18, 1989 at which time excisional 
wound healed nicely and doing well. When last seen August 14, 1989 they 
were planning on doing a nipple areolar reconstruction. 

CASE NO. 2 - ACCESS ]ON NO. 263 ]9 

FOLLOW-UP: In January 1986 a wide re-exc1s1on of the skim in continuilty 
with the post auricular fatty tissue, the right submandibular triangle and 
the right jugular (node-bearing) fatty tissue· was performed along with lymph 
note dissection. Metastasis to lymph node in submandibular tr i angle was dis
covered ~ a CT scan of lung revealed multiple nodular densitites bilaterally 
consistent with metastatic tumor. He was treated with OTIC chemotherapy in 
July 1986. Due to further progression of disease he received radiation 
therapy to the right neck. He expired on 11/24/1986 of metastatic disease. 

CASE. NO. 3 - ACCESSION NO. 11377 

fOLLLOW-UP: Patient expired on 11-26-61. 

Cause of death: Cardiovascular collapse. 
Metastatic carcinoma 

No autopsy performed. 

CASE NO. 4 ~ ACCESSION NO. 25488 

FOLLOW-UP: Re-excision of l arger area done on 4-25-84, followed by 
skin grafting on 5-7-84. There was focal residual carcinoma on the re
excision. The graft healed and no follow-up is available. 

CASE NO. 5 - ACCESSION NO. 26433 

FOLLOW-UP: Not available .. 

CASE NO. 6 - ACCESSION NO. 26433 

FOLLOW-UP: (5/3/89) 

No sign of recurrence. She had a CAT scan 6 months ago wh i ch was 



negative. She is alive and well. she has persistent left brain problem since 
before tumor was removed. 

CASE NO. 7 - ACCESSION NO. 22093 

FOLLOW-UP: Not available. 

CASE NO. 8 - ACCESSION NO. 12098 

FOLLOW-UP: As of August 14~ 1962, there was no evidence of recurrence. 
Because, of the senility patient unable to accurately state the duration of the 
lesion. 

CASE NO. 9 - ACCESSION NO. 25663 

FOLLOW-UP: Patient last seen by physician in June 1986 - no recurrence. 

CASE NO. 10 - ACCESSION NO. 22395 

FOLLOW-UP: The patient died four months and thirteen days fo 11 owing' surgery, 
with recurrent tumor. Autopsy was not performed. His demise was reportedly a 
consequence of 11 

••• cellibacy, depression, malnutrition, dehydration and probabl:e 
aspiration pneumonia .•. " apparently in that order. 

CASE NO. 11 - ACCESSION NO. 9075 

FOLlOW-UP: Not available. 

CASE NO. 12 - ACCESSION NO. 26412 

FOLlOW-UP: Not available. 

CASE NO. 13 - ACCESSION NO. 24615 

FOLLOW-UP: She developed three 1 em. nodules on scalp and received 3000 
rads. She was hospitalized 4/28/75 for cerebral artery disease at which time 
there was evidence of recurrence of sarcoma (received 2000 rads) and expired 
at a convalescent home of metastatic sarcoma. 

CASE NO. 14 - ACCESSION NO. 22856 

FOLLOW-UP: Patient last seen 10-87. There was no evidence of recurrence. 

) 

) 

) 



CASE NO. 15 - ACCESSION NO. 26434 May 21, 1989 

FOLLOW-UP: Not availablle. 

CASE NO. 16 - ACCESSION NO. 25415 

FOLLOW-U~: Not available. 

CASE NO. 17 - ACCESS]ON NO. 26436 

FOLLOW-UP: In August 1988, patient had undergone a magnetic resonance 
image scan which demonstrated an extensive left deep facial tumor occupying 
the pterygoid fossa, sphenoid wing and impressing on the left temporal lobe. 
A much smaller lesion was noted on the right side of the cavernous carotid with 
extension along the right clivus. 

When seen in December 1988, the tumor extended superiorly into the 
carvernous sinuses bilaterally and had completely surrounded the intra
cavernous carotid arteries. It also extended to the left middle fossa, the 
sella turcica, the pituitary and possibly the optic chiasm. She received 
external beam neutron irradiation. 

In the interval she also completed neutron irradiation to dermal tumors 
of anterior and lateral left thigh. There appeared to have been some minimal 
changes in size including he1ght and circumference, as well as softening of 
tumors and change in color to . a darker, somewhat cyanotic appearance which may 
represent ischemic changes in the tumors. 

CASE NO. 18 - ACCESSION NO. 25380 

FOLLOW1-UP: Patient lost tB follow-up since 10/8/87. 

CASE NO. 19 - ACCESSION NO. 25000 

FOLLOW-UP: Patient is presently im convalescent home - has advanced 
cerebral arteriosclerosis (and thrombosis). 

CASE NO. 20 - ACCESSION NO. 26402 

FOLLOW-UP: (James Anhalt, M. D.) 

Patient received post-i1rradiation to the larynx and node in the neck. 
There has been some improvement but patient still has residual disease and 
may have to have a tracheostomy. 

Reference: Wenig, Bruce M. Hyams, Vincent J. et al: Mo.derately 
Differentiated Neuroendocriine Carcinoma of the Larynx. A Clinico
pathologic Study of 54 Cases. Cancer 62:2658-2676, 1988. 
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MODERATDR~IAGNOSIS SHEET 

MODERATOR: 
JAMES H. GRAHAM, M.D. 

SKIN AND SKIN APPENDAGE TUMORS 
SHERATON PLAZA LA REINA HOTEL 

LOS ANGELES, CALIFORNIA 

SUNDAY, MAY 21, 1989 

ACCESSION NO. 
26465 

DIAGNOSIS 
Nicrocystic Adnexal Carcinoma 

26319 

l 1377 

25488 

8109 

2M33 

22093 

12098 

25663 

22395 

9075 

26412 

24615 

22856 

2M34 

25415 

26436 

25380 

25000 

26402 

Nodular Myxoid Malignant Melanoma 

Verrucous Carcinoma 

Verrucous Carcinoma 

Aggressive Digital Papilla~y Adenoma 

Malignant Eccrine Acrospircma 

Chondroid Syringoma 

T•ichogerminoma 

Proliferating Trichilemmal Cyst 
and Trichoep1thelioma 

Sebaceous Carcinoma 

Eccrine Acrospiroma 

Sclerosing Hemangioma 

Undifferentiated Angiosarcoma 

Granu l ar Cell Tumor 

Neurothekeoma 

Proliferating Epidermoid C~st 

Dermal Eccrine Cylindroma 

Merkel Cell Carc i noma 

Basal Ce l l Carcinoma 

Metastatic Carc i noid 
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MAY 2:. 1989- CASE NO. 1 

ACCES~:ON NO. 26465 

MODERATOR'S DIAGNOSIS: MICROCYSTIC ADNEXAL CARCINOMA 

MICROSCOPIC DESCRIPTION: 

Tissue sections stained with hematoxylin-eosin <H & El s,ow an el~vated tumor 
with hyperkeratosis) spotty parakeratosis, hyper granulosis , and irregular 
acanthosis. Subepidermal features include numerous keratir :ysts, and many 
narrow strands of epithelial tumor cells with focal lumina ~~ ich are 1nterspersed 
throughout a stroma of sclerot1c connective tissue and smoo:< muscle. The tumor 
ce ] ls invade the smooth muscle, perineural lymphatics, and ;:cally ductal -li ke 
structures show direct connection with some keratin cysts. ~ormal-appearing 

nipple ductal structures can be recognized ma i nly in deeper areas of the tissue 
sections. 

HISTOCHEMISTRY: 

Periodic acid-Schiff <PASI method demonstrated positiv~ naterial in the small 
islands and strands of tumor cells, and this substanc~ was :1astase labile which 
identified it as glycogen. The colloidal iron sta i n demons:~ated sialomuc1n 
surrounding nipple ductal structures, strands of tumor celis, and keratin cysts. 
The tumor epithe l ium was demonstrated with both .high and loM molecular ~eight 
keratin. 

DIFFERENTIAL DlAGNOSIS: 

In the past) this tumor has been confused with desmoplastic 
tr i choepithelioma, eccrine syringoma, malignant eccrine syr~ngoma, and 
morpheaform basal cell carcinoma. 

COMMENTS~ 

The terminology of microcystic adnexal carcinoma was fl~st proposed by 
Goldstein, Barr, and Santa Cruz in 1982. Other terms which ~ave since been used 
for the tumor include sclerosing carcinoma of sweat ducts, s.::}erosing sweat duct 
Csyringomatousl carc i noma, and infiltrating syringomatous a:~noma of the nipple. 
Microcystic adnexal carcinoma is most commonly located on t-e face including the 
nasolabial area and periorbital skin, although other areas ~ay be involved. Some 
observers feel that the tumor cells show d i fferentiating fe~tures of forming 
trichoid and syringoid structures, whereas others favor tha~ the ducta l - l ike 
strands and keratin cysts are of eccrine histogenesis. ThE ~arrow strands of 
tumor epithelium stain with 5100 protein and this feature f ~ vors eccrine origin 
for microcystic adnexal carcinoma. In the experience of t~= moderator who has 
studied material from at least 70 cases, microcyst1c adnexa : carcinoma may show 
direct invasion into underlying tissue but metastasis has r:: been encountered. 
1he neoplasm is indolent and infiltrating and shows a freq~=~t tendency f or 
recurrence. 



MAY 21, 1989 -CASE NO. 

ACCESSION NO. 26465 
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MA• 21, 1989- CASE NO. 2 

ACctSSION NO. 26319 

MODERATOR'S DIAGNOSIS: NODUlAR MYXOID MALIGNANT MELANOMA 

M I CROSCOP 1 E: DESCRIPTION: 

Tissue sections stained with H ~ E show an elevated no:~lav lesion w1th areas 
of hyperkeratosis, some parakeratosis, effacement of the r~:e ridges 
corresponding to foci of epidermal atrophy, absence of jun::ion changes, and the 
subjacent dermis is replaced by many lobules of melanoma ce:ls separated by 
mucinous stroma. 1he me l anoma cells show variation in thE : - size, shape and 
staining characterist1cs, and many coDtain abnormal mitct:: f igures. Focally~ 

there are numerous extravasated erythrocytes and hemosider:,. Atypical 
melanocytes extend to all surg i cal margins, involve the su::utineous tissue and 
some cells appear within vascular lumina" In some areas, :1ere 1s perivascular 
1nflammation including plasma cells and lymphocytes. 

HISTOCHEMlSTRY: 

The tumor cells stain weakly for 5100 protein but reac: strongly with HMB45. 
Colloidal iron, w ~ th and without hyaluron1dase, demonstra:ej an abundance of 
hya l uronic acid sepaiating the lobules of melanoma cells. 7he PAS, with and 
without diastase digestion methods, demonstrated a moderate amount of glycogen in 
the melanoma cells. 

DlFFERENTIAL DIAGNOSlS: 

8ecause of the absence of atyp i cal melanocytes at the :ermoepidermal 
junction, metastatic malignant melanoma would have to be c:nsidered, and this 
diagnosis·cannot be ruled out. Metastatic mucinous carcinc~a would also have to 
be considered in the microsco-pic differentlal diagnosis. 

COMMENTS: 

Positive staining of the tumor cells for 5100 protein and HM845 supports the 
diagnosis of primary or metastatic malignant melanoma. It 1s the opinion of the 
Moderator that the large amount of hyaluronic in the lesio- removed from Case No. 
2 is being produced by dermal fibroblasts and not by the melanoma cells. The 
presence of large amounts of hyaluronic acid separating lo:Jles of melanoma cells 
is unusual in the experience of the Moderator. The rarity ~f myxoid mal1gnant 
melanoma is supported by only one publication on the subje:~ as l isted under the 
references. Based on the presence of melanoma c~lls wi thi- vascular lumina, it 
is not surprising that the patient died of metastatic diseise. 

REFERENCES: 

1. Bhuta, S., Mirra, J:M., Cochran, A.J.: Myxoid Maligna~t Melanoma: A 
Previous] y U'ndescr ibed Hi sto 1 og ic Pat tern Noted in Metastabc Lesions and a, 
Report of Four Cases. Am. J. Surg, Pathol. 10:203, 19S ~. 



MAY 21~ }989 - CASE NO. 3 

ACCESSION NO. 11377 

MODERATOR'S DIAGNOSIS: VERRUCOUS CARCINOMA 

MICROSCOPIC DESCRIPTION: 

H ~ E-stained tissue sections show hyperkeratosis, parakeratosis, and 
hypogranulosis over a pro1liferation of wE?U-differentiated squamous epithelium 
which invades the subj,acent stroma as elongated thin and broad columns. Keratin
filled crypts are present and separate the broad rete r1dges. Focally, 
irregularly elongated hyperplastic columns of atypical squamous keratinocytes 
invade the deep dermis. The cells at the periphery of the columns of squamous 

Y. eratinocytes show nuclear enlargement, hyperchromat1c nucle i , and some abnormal 
mitoses. At the base, there is some fibrosis and inflammation composed of 
lymphocytes, histiocytes, eosinophils, and plasma cells. 

HlSTOCHEMISTRY! 

Immunoperoxidase methods for high and low molecular wei~ht keratin stained 
the atypical squamous cells. lmmunoperoxidase sta1n for hu~an papilloma virus 
was negative. The PAS, with and without diastase methods, 8emonstrated foci of 
glycogen in the tumor · cells although atypical keratinocytes at the periphery of 
the columns were negative. 

DIFFERENTIAL DIAGNOSIS: 

Cutaneous verrucous carcinoma is often confused with giant keratoacanthoma 
because of the features of well-differentiated squamous keratinocytes which 
prolifefate 1nto the underlying dermis. In the anogenital re9ion, verrucous 
carcinoma can also be confused with giant condyloma acuminatum. Bromide 
granuloma and infectious granulomatous disorders should also be considered in the 
microscopic differential diagnosis, and these include North American 
blastomycosis, coccidioidomycosis, histoplasmosis, atypical mycobacteria 
granuloma, and Candida granuloma. 

COMMENTS: 

Verrucous carcinoma may invade deep soft ttssue includ1ng skeletal muscle 
and, sometimes, shows metastases to the regional lymph nodes. Metastatic spread 
i s particularly prone to occur after the primary lesion has been treated with 
x-ray. Cutaneous verrucous carcinoma is particularly prone to involve the feet 
but may also affect the anogenital region, hands, legs,, buttocks, and other 
regions of the skin. The disease is generally indolent, pragressive and locally 
destructive. Most observers classify verrucous carcinoma as a type of low-grade 
squamous cell carcinoma. 



MAY 21, 1989- CASE NO. 3 

ACCESSION NO. 11377 
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MAY 21, 1989 - CASE NO. 4 

ACCESSION NO. 25488 

MODERATOR'S DIAGNOSIS: VERRUCOUS CARCINOMA 

MlCROSCOPit DESCRIPTION: 

H & E-stained sections show features similar to Case No. 3 except the tissue 
size is larger with prominent stromal fibrosis, many plasma cells, neutrophils, 
vascular engorgement, and tumor keratinocytes invade the fat. 

HISTOCHEMISTRY: 

See the results described for Case No. 3. 

DIFFERENTIAL DIAGNOSIS: 

See case No. 3, 

COMMENTS: 

Verrucous carcinoma of the skin w~s originally reported 1n the scientific 
litefature under the terminology of epithelioma cuniculatum based on slow
growin~, painful, nonhealing, bulky, ulcerated, or exophyt1c masses of long 
duration. The name of cuniculatum applied to tne disorder because of abundant 
keratini~ing squamous epithelium that invaded the tissues as larg~ plaques with 
numerous crypts and sinuses resembling rabbit burrows. The les]ons fail to heal 
because of continued epithelial proliferation with invasion of soft tissue and 
bone, and, sometimes, tumor cells burrow to the opposite sice of the foot or 
hand. The destructive natural history of epithelioma cuniculatum which sometimes 
metastas i zes to the regional lymph nodes justifies the term1nology of verrucous 
carcinoma as a variety of squamous cell ~arcinoma. 

REFERENCES: 

1. Aird, I., Johnson, D., Lennox, B., and Stanfield, A.G.: Epithelioma 
Cuniculatum. Br. J. Surg. 42:245, 1954. 

2. Re i ngold, I.M., Smith, B.R., and Graham, J.H. 
Pedis, A Variant of Squamous Cell Carcinoma. 
1978 . 

Epithe~loma Cuni~ulatum 

Am. J. Cl:n. Pathol. 69:561, 



MAY 21~ 1989- CASE NO. 5 

ACCESSION NO. 8109 

MODERATOR'S DIAGNOSIS: AGGRESSIVE DIGITAL PAPILLARY ADENOMH 

MICROSCOPIC DESCRIPTION: 

H ~ E-stained t i ssue sections show hyperkeratosis, foll : cular plugging, mild 
irregular acanthosis and non-human type pilosebaceous foll i cles since th~ 
specimen came from one foot (paw) of a 23-year-old male lie~ . The subepidermal 
tissue shows tumor lobules with a honeycomb cystic appearan:e separated by a 
f i brocollagenous stroma. The tumo i lobules show a mixed tu:~loalveolar 
(cribrifo r m) and papillary patter n of infoldings of l1ning glandular epithelium 
bordering cystic lumina contain i ng secretory material or hyalinized substance, 
inflammatory cells and erythrocytes. The glandular structures are lined by 
fairly uniform cuboidal to columnar epithelium resting on a Dasement membrane. 
Focally, the epithelium appears vacuolated and some cells snow a foamy cytoplasm. 
A few are~s of chondroid and squamous metaplasia are present. The stroma 
separating tumor lobules exhib i t areas of inflammation incl~d i ng neutroph i ls, 
plasma cells~ many extravasated erythrocytes, and macrophages, some of which 
contain hemosider i n. Numerous areas s~ow small collections of tumor epithel i um 
in the fi~r ous stroma but the cells e~hibit only minimal at.pia. There is no 
evidence of vascular invasion, invo l vement of bone or tissue necrosis. 

HISTOCHEMISTR~: 

lmmunoperoxidas~ method f or keratin stains some of the tumor epithelium 
positiv~, and cells resting on the basement membrane are colored best. The PAS, 
with and without diastase digestion methods, demonstrated secretory material, 
hyalinized substance, numerous plasma cells, and mast cells. Colloidal iron 
demonst r ated foci of chondroid, some deposits of sialomuci~, and numer ous 
macrophages which contain either hemosiderin or lipofuscins. 

DIFFERENTIAL DIAGNOSIS: 

Aggressive digJital papillary adenocarcinoma would have :o be considered in 
the microscopic differential, but the absence of necrosis, .ascular invasion, 
involvement of bone or metastasis tends to rule against th i s d1agnosis. 
Chondroid syringoma, papillary eccrine adenoma, and metasta:ic adenocarcinoma 
have been confused with aggressive dig i tal papillary adenoma. 

COMMENTS: 

Aggressive digital papillary adenoma (ADPAl i nvolv~ng tne paw of a lion has 
not been seen previously by the Moderator, but the features appear identical to 
those descrtbed for a human neoplasm of eccrine histogenesis. The tumors chiefly 
affect the digits although they do occur on the palm, sole, and calf . The tumor 
i s prone to recur, and about one-third of all les i ons show m1croscopic features 
of carcinoma. At least 41% of patients with aggressive digital pap i llary 



MAY 21, 1989- CASE NO. 5 

ACCESSION NO. 8109 

adenocarcinoma <ADPA Cal show evidence of metastasis to lymph nodes, skin, lung, 
omentum, peritoneum, kidney, brain, and bone. 

REFERENCES: 

·1. Kao, G.F., Graham, J.H., and Helwig, E.B.: Aggress i ve Digital Pap i llary 
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2. Kao, G.F., Helwig , E.B., and Graham, J.H.: Aggressive Dig i tal Papillary 
Adenoma and Adenocarc i noma. A Clinicopatholog i cal Study of 57 Patients, with 
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MODERATOR'S DIAGNOSIS: MALIGNANT ECCRINE ACROSPIROMA 

MICROSCOPIC DESCRIPTION: 

H ~ E-sta i ned sections show epidermal atrophy, effaceme~t of rete ridges, and 
subjacent lobules of basophilic staining tumor cells which :~cally involve the 
dermis but are ma i nly located in the subcutaneous tissue an: fasc i a. In many 
a r eas, the ep i dermis is separated from the tumor by a broac zone of reticular 
dermis and fat t1ssue. The tumor tends to form large1 somew~at circumscribed 
lobules which contain discrete and confluent variable - sizec islands separated by 
mucin and fibrous stroma. The islands of tumor are compose: of polyhedral cells 
with distinct membranes; clear cytoplasm sometimes conta i nl-~ faint, slightly 
acidophilic, very f1ne granules or dust; and basophilic sta~~ i ng nuclei. The 
nuc l ei show some var i ation in size, ~hape, and staining cha-acteristics. Only an 
ciccasional mitotic figure is noted i~ many high power fields. In some sections, 
islands of tumor show close proximity to the epidermis. !r nult i ple areas, the 
tumor cells show ductal differentiat i on, and multiple lumira g i ve a cribriform 
appearance. Some tumor lobules show many extravasated eryt-rocytes. There are 
foca l areas of stromal inflammation including lymphocytes, ~rythrocytes ~ and 
hemosiderin free and within macrophag~s. In the deep tiss_e, tumor invades dense 
fibrous fasc i a as solid islands and strands of neoplast i c e:1thel1um. 

Tis<Sue removed from the same area of the scalp in 1980 .. as rev i ewed, and the 
features are similar to the current tumo1. 

HISTOCHEMISTRY! 

Immunoperoxidase method for l ow molecular weight keratin stained the tumor 
cells and also demonstrated normal appearing eccrine sweat g ] ands in the deep 
dermis. Sections sta i ned with the PAS, with and without d i astase digestion 
method, demonstrated glycogen i n some vacuolated tumor cells. Colloidal iron and 
alcian blue pH 2.5 demonstrated an abundance of s i alomucin separating is ] ands of 
tumor cel l s. 

DIFFERENTIAL DIAGNOSIS: 

Similar atypical features are seen in malignant eccrinE spiradenoma. Because 
of the clear vacuolated ep i thelium, metastatic renal cell carcinoma would also 
have to be cons i dered. Lakes of sialomucin and cribriform :attern represent 
features which can be confused with mucinous carcinoma of t~e skin and metastatic 
breast carcinoma. 

COMMENTS: 

Malignant eccrine acrospiroma represents a rare neoplasm of sweat duct 
epithelium and, sometimes, the sections show focal changes Jf eccrine 
acrospiroma. About 15% of patients with lesions of maligna,t eccrine acrospiroma 
exh1bit ev i dence of metastases although it appears that the present case suffered 
d i rect extension of tumor into the calvar i um and subjacent ~rain. Terminology 
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far this type of lesion prior to the use of malignant eccrine acraspiroma 
included hidradenocarcinoma, clear cell papillary carcinoma, clear cell 
hidradenoma with widespread metastases, and eccrine porasyringocarcinoma. Use of 
malignant eccrine acrospiroma represents preferable terminology for this type of 
neoplasm which originates from or differentiates toward the acrosyringium. 
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MODERATOR•s DIAGNOSIS: CHONDROID SYRINGOMA 

MICROSCOPIC DESCRIPTION: 

H & E-stained sections show a somewhat circumscribed dermal tumor composed of 
syringoid, trichoid and chondro1d components separated by fibrous and 
fibroad1pose tissue. The syringoid component occurs as well-formed ductal 
structures and solid strands of polyhedral cells with a moderate amount of a 
lightly acidophilic, finely granular cytoplasm. Some ducta! structures show 
cystic dilatation which is most prominent at the per1phery of the lesion. Most 
of the ducts have a well-developed, double - layered epithelium with peripheral 
basal cuboida] cells and central cuboidal to columnar cells, both possessing an 
acidophilic granular cytoplasm. Some of the cystic structures lined by cuboidal 
to columnar epithelium exhibit decapitation type secretion and this feature 
indicates apocrine differentiation which can occur in choRdroid syringoma. l he 
trichoid epithelial components include numerous keratin cysts and occasional 
sebaceous glands. Mucin is present in some dilated ducts, areas of myxoid 
stroma, and in foci of chondro1id. In areas where the·re is chondro,id, it appears 
to be at the expense of the epithe~ial elements which lose :heir identity and 
become cords, small islands, and ind1vidual cells surround~~ by the matrix. The 
fibrous and fibroadipose tissue show some inflammation comccsed mainly of 
lymphocytes. 

HISTOCHEMISTRY: 

Immunoperoxidase method for keratin stained the syringo1d and epithelial 
components positive'. The PAS, with and without diastase digestion method, 
demonstrated some.glycogen associated with the syringoidl ano1 trichoid structures. 
Colloidal iron and alcian blue pH O.lj demonstrated the presence of sialomucin 
associated with syringoid structures and chondroitin sulpha~e in areas of 
chondroid and fibromyxoid changes. 

DIFFERENTIAL DIAGNOSIS: 

Metastatic chondroid syringoma and malignant chondroid syringoma would have 
to be considered in the microscopic differential but the un1formity of the 
epithelial structures rule against these diagnoses. Syringadenoma papilliferum 
is sometimes confused with chondroid syringoma, but the absence of chondroid and 
trichoid features in the former lesion separates the two disorders. 

COMMENTS: 

Prior to Hirsch's and Helwig's paper in 1961, chondroid syringoma was usually 
designated as benign mi~ed tumor of skin, salivary gland type. Clinically, the 
lesion usually appears as a fir~ subcutaneous or intracutaneous asymptomatic 
nodule which usually has been present for several years wit, little or no 
increase in size. On microscopic examination, the tumor is composed of 
circumscribed lobules and the epidermis is seldom involved. Most frequently, 
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there are epithelial strands or islands of polyhedral cells which are frequently 
associated with tubuloalveolar and ductal structures, and occasional keratin 
cysts. The tubuloalveolar and ductal structures are often lined by a double
layered epithelium. Areas of the matri~ show well-developed chondroid. 
Sometimes, there are basophilic stromal changes suggestive of early developing 
chondroid. The cells forming the chondroid appear to aris~ from the tumor 
epithelium. The chondroid matr1x has the physical characteristics of cartilage. 
The tumor, as a rule, is benign and is usually cured by adequate surgical 
excision. Recurrent tumors have generally followed inadequate removal. 
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MODERATOR ' S DIAGNOSIS: TRlCHOGERMINOMA 

MICROSCOPIC DESCRIPTION: 

H ~ E-stained sections from three separate wedges of subcutaneous tissue show 
similar changes of multip l e islands and strands of basophil i c staining epithel i um 
separated by loose desmoplastic stroma. Many of the islands of tumor cells are 
round and resemble matrix cells of the hair bulb. The matr 1x cells show scanty 
cytoplasm and a palisaded arrangement at the periphery of the tumor islands and 
strands. Numerous islands and strands of tumor cells exhibit ev i dence of 
ker atinization with fo r mation of inner root sheath epitheli ~rn and trichohyalin. 
Other matrix cells maturate to form ker atin cysts and many a~ these show 
calcinosis. Focally~ some of the epithelium has a vacuo latea ~ foamy reticula t ed 
cytoplasm interpreted as sebaceous differentiat1on. A few islands and strands 
exhibit a ductal pattern interpreted as evidence of apocr i ne differentiation. 
Many of the islands and strands of tumor cel l s show retract i on spaces from the 
desmoplastic stroma. The desmoplast i c st r oma contains some ~ilated blood . 
vessels, lymphocytes and mast cells. 

HISTOCHEMISTRY: 

The PAS, with and without diastase digestion method, dem~nstrated positive 
basement membrane sur rounding the islands and strands of mat r ix tumor cells. 
This method also demonstrated mast ce l ls i n the desmoplastic stroma. Colloidal 
iron, with and without hyaluronidase digest1an method, demonstrated hyaluron ic 
~cid and mast cel l s in the desmoplast ~ c st roma~ Alcian blue pH 0.4 method 
demonstrated some chdndroitin sulfate in the basement membr~ne surr6unding the 
i slands and strands of tumor epithel i um. This method also demonstrated heparin 
in the cytoplasm of stromal mast ce l ls. The elastic van Gi esen stain 
demonstrated delicate collagen fibers but no elastica i n the desmoplastic stroma. 
The reticulum stain demonstr~ted prom i nent basement membrane around the islands 
and strands of tumor cells and many argyrophilic fibers i n the desmop l astic 
stroma. The desmoplastic. stroma sta i ned pale blue wi th the Masson's tr1chome 
method. l he von Kassa silver method demonstrated ca l cium i n some keratin cysts. 
Small amounts of argentaffin granules were demonstrated with the Fontana-Masson 
method for melanin. 

DIFFERENTIAL DIAGNOSIS: 

Basal cell carcinoma, trichoepithelioma, sebaceous epithelioma, and 
cyl i ndroma would have to be considered in the microscopic Oi~ ferential diagnos ~ s. 

COMMENTS: 

Trichogerminoma represents a rare cutaneous neoplasm whic h has the potential 
far differentiating towar d components of the pilary complex : ncluding hai r matr ~x 

cel l s, inner root sheatH with tr i chohyalin, outer root sheat~ epithelium 
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forming keratin cysts, apocrine ducts, and sebaceous cel l s. This lesion has been 
reported in the literature under the term of trichogenic adnexal tumor, 
trichoepithelioma, trichogenic trichoblastoma, and tricho~lastoma. · 

In a group of 14 patients with material submitted to ~~e Registry of 
Dermatopathology, Armed Forces Institute of Pathology (AF:~}, Sau and Graham' 
observed one patient who had an abdominal skin tumor prese~t for 40 years which 
showed microscopic features of trichogerminoma but w1th ~:=al areas of cytologic 
atypia interpreted as malignant trichogerminama. The pat~=nt had a recurrent 
tumor on the abdomen and subsequently died after develop:-g metastases to the 
soft tissue, lymph nodes, and liver. 
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MODERATOR'S DIAGNOSIS: PROLIFERATING TRICHILEMMAL CYST AND TRlCHOEP'lTHELIOMA 

MICROSCOPIC DESCRIPTION: 

H ~ E-stained sections show a large exophytic tumor with peripheral 
cellarette which is ulcerated centrally, whereas, the epidermis is intact at the 
margins. The underlying tumor is composed of multiple lobules separated by a 
moderately vascular fibrous stroma with focal areas of mixed inflammation 
including extravasated erythrocytes. The lobules are composed of peripheral 
basophilic staining cells which show a tendency for vacuolated appearance in the 
central part with cystic areas formed from holocrine degene~ation of the entire 
keratinocyte. All tumor lobules show some cells which mani~est evidence of 
sebaceous differentiation. At the periphery of the lobules, the cells are 
cuboidal and, sometimes, show palisading. There is no evidence of cell 
keratinization to form keratohyalin. The cystic centers shew variable degrees of 
degeneration, necrosis, and 'focal calcification. The kerat1nocytes show only 
minimal nuclear atypia. Focally, there is suture material present from a 
previous procedure at the site of the lesion. An interesting feature seen at one 
lateral m?rgin of the lesion are changes of the trichoepithelio~a characterized 
bv is ] ands of basaloid tumor cells, some microkeratin cysts; foci of melanin ~ 
inflammation and desmoplasia. 

HISTOCHEMISI RY: 

The PAS, with and without diastase digestion method, demonstrated 
positive material in cystic spaces and this substance is interpreted as sebum 
from holocrine breakdown of tumor kerat1nocytes. The Von Kassa stain 
demonstrated focal calcinosis seen particularly in cystic soaces. 
Immunope>oxidase methods for high and low molecular weight keratins stained the 
tumor cells positive in areas of proliferating trich1lemmal cyst and 
trichoepithelioma. 

piFFERENTlAL DIAGNOSIS: 

Proliferating epidermoid cyst, mixed proliferating epidermoid and 
trichilemmal cyst, cystic basal cell carcinoma and squamous cell carcinoma would 
have to be considered in the microscopic differential diagn~sis. 

COMMENTS: 

Proliferating trichilemmal cyst develops in conventional trichilemmal cyst 
wh~ch become inf l amed or grow secondary to trauma. About 90X of these 
trichilemmal cysts occur on the scalp, most often in females, and are frequently 
multipl~. On gross examination, they are hard, round to oval, gray white 
nodules~ and cut with increased resistance. On cut surface, the capsule is 
Indistinct and the surface is generally gray-white, often with areas of tan and 
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brown, and frequently showing focal areas of calcification. On microscopic 
ex ami nat ion, the cysts are lined by a mature keratinizing tr ich i lemmal epithelium, 
without a granular layer. The lining epithelium is histologically similar to 
that of the outer root sheath Ctrichilemmal seen in the telogen club hair. 
Calcif ~ cation, usually focal on microscopic examination, occurs in at l east 25% 
of the lesions, and occasionally progresses to ossification. 

Proliferating trichilemmal cysts most often occur as large, bulky, slow 
growing tumors pursuing a benign course. Most of the lesions involve the scalp 
and are sometimes reported, histologically, as squamous cell carcinoma arising in 
a cyst . Grossly, the lesions vary in size, up to several inches in diameter and 
are firm circumscr i bed tumors with cut surfaces presenting as solid, multinodular 
masses. On microscopic examination, the tumor shows variably sized lobules and 
cystic areas composed of keratinizing epithelium wi thout the presence of a 
granular layer . Sometimes, these lesions show nuclear atypia of the 
keratinocytes which probably accounts for .the d i agnosis of squamous cell 
carcinoma. 

The occurrence in this case of proliferating trichilemmal cvst and 
trichoepithelioma in the same les1on is unusual in the expet"ience of the 
Moderator but, not surprising, since both tumors are of pilary outer root sheath 
histogenesis. The biology of proliferating trichilemmal cyst is that of a benign 
tumor, although malignant variants have been reported. 

Sau and Graham observed a group of 59 patients with proliferating1 

trichilemmal cyst who had material submitted to the AFIP Registry of 
Dermatopathology, and 71% were female, 76% were 50 years of age or older, 89% 
occurred in Caucasians, 76% of the lesions involved the scalp, and 25% were 
d 1agnosed by contributors as squamous cell carcinoma. Follow-up information on 
54 patients showed no ev1dence of metastatic spread of tumor cells. 
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MODERATOR'S DIAGNOSIS: SEBACEOUS CARCINOMA 

MICROSCOPIC DESCRIPTION: 

Sections stained with H & E show columnar ciliated ep1thelium bordering on 
fibrous tissue which surrounds and separates multiple tumor lobules made up of 
germinative and sebaceous type cells. The germinative cells predominate and show 
variation in their size and shape, and a moderate number co~tain mitoses. The 
germinative cells maturate to form sebaceous epithelium and cystic foci filled 
with sebum resulting from holocrine type of breakdown of the entire cell. In 
some areas, the tumor cells invade bone. There are numero~s foci of calcinosis, 
particularly in areas of cystic degeneration. In areas, tu~or cells infiltrate 
the fibrous stroma and they are intermingled with extravasated erythrocytes and 
hemosiderin. Some cystic areas show many erythrocytes and ~emosider]n 
intermingled with degenerating sebaceous cells arid calcium granules. Numerous 
dilated blood vessels engorged with erythrocytes are prese~t in the fibrous 
stroma and connective tissue septa. 

HISTOCHEMISTRY: 

Sections stained with the PAS, ~ith and without diastase d i gestion methods~ 
demonstrate some glycogen in areas of cystic degen~ration. Von Kassa method 
demonstrates multiple foci of calcinosis, and the routine iron stain colors the 
deposits of hemosiderin blue. Immunoperoxidase method for high molecular weight 
keratin stain germinative cells adjacent to basement membrane areas of the tumor 
lobules. lmmunoperoxidase method for low molecular weight kerat1n fa1led to 
color any of the sebaceous and germinative cells but did stain the ciliated 
epithelium adjacent to the tumor lobules. 

DIFFERENTIAL DIAGNOSIS: 

Metastatic renal cell carcinoma, sebaceous epithelioma and sebaceous adenoma 
would have to be considered in the microscopic differential diagnosis. 
Undifferentiated Meibomian sebaceous gland carcinoma may ~~~ cytologic features 
which can be m~staken for Merkel cell carcinoma. 

COMMENTS: 

The aggressive natural history of the patient's disease and anatomi~al 
location of the lesion to involve the orbit supports the d1agnosis of sebaceous 
carcinoma for Case No. 10. 

The anatomic location of sebaceous neoplasms is an imp~rtant factor in the 
biological behavior of these tumors. Boniuk and Zimmerman in 1968 reported 88 
cases of sebaceous carcinoma of the eyelid, eyebrow, caruncle, and orbit from the 
files of the AFIP Registry of Ophthalmic Pathology. In th1s study, 15 of 88 
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(17%} showed orbital invasion, and lymph node metastases developed in 21 (28.4%1 
of 74 patients with follow-up information. Ten patients l13.5%1 died with 
metastases. In contrast, Rulon and Helwig in 1974 reported that none of over 
ninety sebaceous tumors located elsewhere on the bo.dy metastasized, however, a 
few d1d show local recurrence. 

Sebaceous adenoma can easily be differentiat~d from sebaceous gland 
hyperplasia by the presence of larger circumscribed lobules comprised of more 
germinative cells which show minimal atypia and sebaceous differentiation with 
cyst1c degeneration. 

Sebaceous epithelioma represents a neoplasm between adenoma and carcinoma 
which i s characterized by circumscribed tumor lobules but ~1th a greater 
population of germinative cells, some cytologic atypia and occasional mitoses. 
Sebaceous epithelioma differs from carcinoma by its lack of an infiltrative 
pattern of the stroma. 

Tumors showing more aggressive characteristics with obyious invasion of the 
stroma, cellular atypia and mitoses, meet the criteria for the diagnosis of 
sebaceous carcinoma. 

Tumors classified as basal cell carcinoma with senaceous differentiation have 
the overall histologic appearance of basal cell carcinoma. The lesions shawl 
sebaceous cell differentiation as e0idenced by varying amounts of cytoplasmic 
lip1d. Evidence of differentiation is limited, for seldom do the tumor cells 
show the classic fine reticulated cytoplasmic network seen in mature sebaceous 
epithelium. 
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MODERATOR'S DIAGNOSIS: ECCRINE ACROSPIROMA 

MICROSCOPIC DESCRIPTION: 

Sections stained with H ~ E show an elevated les i on witr effacement of the 
epidermal rete ridges and subjacent lobules of tumor cells ~~ich extend into the 
deep reticular dermis. The tumor lobules are not encapsulated and composed of 
islands and strands of polyhedral cells with basophilic nuc :ei and acidophi1lc 
cytoplasm, although some appear clear and vacuolated. The t~mor cells are 
generally s]milar in size, shape and staining characteristi:s, and there is focal 
ductal differentiation. The tissue separating the tumor ce:~s has a loose my~oid 
appearance, but there are also focal areas of hyaJinized st~~ma. Within and 

.outside the tumor lobules,, there are numerous dilated bloat:! 1essels engorged with 
erythrocytes. Some areas of fibrous stro~a adjacent to the ~umor lobules show 
inflammation comprised of lymphocytes, histiocytes, plasma :ells, and 
erythrocytes. 

HISTOCHEMISTRY: 

The PAS, with and without diastase digestion methods, oe~onstrates glycogen 
in the tumor epithelium and particularly in the clear vacuo:ated cell~. The PAS 
method also demonstrated sialomucin in some ditated ductal :Jmina. The colloidal 
·iron method demonstrated areas of sialomucin s1milar to the PAS stain and 
hyaluronic acid in the myxomatous stroma. Immunoperoxidase method for keratin 
stained the tumor cells. Some of the tumor cells were posi:ive for 5100 protein. 

DIFFERENTIAL DIAGNOSIS: 

Malignant eccr1ne acrosplroma and metastatic mucinous carcinoma would have to 
be considered in the microscopic differential diagnosis. 

COMMENTS: 

Of all the benign sweat duct tumors, those grouped as e:=rine acr.ospiroma 
represent the most difficu]t to master. Johnson and Helwig studied 319 cases at 
the AFIP. Under the concept that these lesions representee tumors histogenically 
related to the eMcretory duct of the eccrine sweat gland la:rosyringium and 
dermal eccrine duct), they proposed the name of "eccrine ac-:Jspiroma" for this. 
group. They felt that eccrine acrospiroma included the ecc-lne poroma of Pinkus~ 
tumors described by Winklemann as dermal duct tumors and so:1d cystic 
hidradenoma, and clear cell hidradenoma first used by Keasbev. Other terms used 
for eccrine acrospiroma include: larg~ cell adenoma, poros.r1ngoma, solid and 
cystic adenoma, nodular hidradenoma, myoepithel1oma, and c ~ ear cell 
myoepithelioma. 
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Clin1cally~ The lesions of eccrine acrospiroma occur as nodules in the skin 
and are not distinctive. There is considerable variation in the gros~ appearance 
of the tumor, but it usu~lly is a solid~ or solid and cystic circumscribed nodule 
in the dermis, which occasionally extends into the subcutis. On microscopic 
examination, the tumor is generally a circumscribed, non-encapsulated, 
multilobulated neoplasm expanding the dermis , sometimes extending into the 
subcutis, and occasionally invol~ing the epidermis. The solid and cystic 
character is readily recognized microscopically. The solid areas of tumor are 
composed of sheets and cords of polyhedral cells which tend to show biphasic 
differentiation. In some areas, these cells accumulate an acidophil i c finely 
granular cytoplasm with indistinct cell membranes presenting a "squamoid" 
appearance. In other areas, and varying in amount from tumor to tumor, there are 
transitions to cells with clear cytoplasm and distinct cell membranes. Not 
infrequently, the tumor is composed almost entirely of clear cells. In most 
tumors, there will be ev i dence of ductal d1fferentiation. These structures may 
occur within the large solid areas or may form the lining epithelium of the wall 
of the cystic areas. In these areas, the surface du~tal type epithelium may 
present a distinct double-layered pattern as seen in sweat duct epithelium. 
Although most of these tumors are benign, recurrence is quite common and has been 
estimated as somewhere between 10-15%. The multilobulated character of the tumor 
probabty ·accounts f~r this high incidence of recurrence. 

.an example of ma l ignant eccrine acrospiroma and indicates 
aggressive by direct invasion or by metastasis to distant 
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MODERATOR'S DIAGNOSIS: SCLEROSING HEMANGIOMA, 

MICROSCOPIC DESCRIPTION: 

Sections stained with H & E show an elevated exophytic and endophytic tumor 
with ep i dermal features of slight hyperkeratosis, areas of parakeratosis, some 
exocytosis, and prominent irregular acanthosis. The dermis at all levels js 
occupied by a florid non-circumscribed prolife;ation of fibroblasts with many 
dilated blood vessels which contain erythrocytes and hemosiderin. In some areas. 
the fibroblasts have completely replaced the collagen. show a whorling curlicue 
pattern, and there are scattered Tauton giant cells. Many of the Touton g1ant 
cells contain hemosiderin, and similar pigment is also free and within 
macrophages. Some of the vascular channels show a papillary configuration and 
others coalesce to form cystic sinusoidal spaces. Inflammation is part i cularly 
seen in the upper dermis and comprised of lymphocytes, plasma cells, hist i ocytes. 
and a few eosinophils. 

At one margin of the les i on, some sectio.ns show features of a keratin 
granuloma secondary to a small ruptured epidermoid cyst . The sections were 
examined under polarized light, .and there lS some birefringence seen at 
peripheral parts of the tumor where fibrocollagenous features are present. 
Multinucleated giant cells and foamy histiocytes are often seen in sclerosing 
hemangioma but they are .lacking in Case No. 12. 

HISTOCHEMISTRY: 

The routine iron stain demonstrates an abundance of hemosiderin wi thin 
vascular spaces, Touton giant cells, macrophages, and free in areas of 
fibroblastic pro h fer a tion. The reticulum stain demonstrates an argyrophi 1 ic 
fiber hyperplas1a which, in many areas, surround individual tumor fibroblasts. 
Immunoperoxidase studies for vascu l ar markers CH antigen and Rabbit VWl 
demonstrated the endothelial lining cells of small and large blood vessels but 
fai l ed to stain the proliferating fibroblasts. The tumor cells were negative 
with immunoperoxidase studies for keratin . Focally, the tumor fibrob l asts 
stained positive for vimentin. 

DIFFERENTIAL DIAGNOSIS: 

Sclerosing hemangioma ( SHl is most frequently interpreted as 
dermatofibrosarcoma protuberans tDFSPl. DFSP is the most common type of 
cutaneous sarcoma,, characterized clinically by a nodular cutaneous mass usually 
involving the trunk and proximal extremities. Microscopically, DFSP shows a more 
uniform appearance with smalle• cells, although it is very infiltrativ.e and 
frequently involves the subcutaneous tissue. Often the curl i cue pattern of SH is 
confused with the storiform or cartwheel pattern of DFSP and this resu l ts in an 
erroneous diagnos i s. The presence of hemosiderin, multinucleated giant cells, 
louton giant cells, foamy histiocytes, a • eas of fibrocollagenous proliferation 
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which shows birefringence, and 1nflammat~on rules against the d1agnosis of DFSP. 
Epidermal hyperplasia is not a feature seen in DFSP. 

Kaposi's sarcoma <KS> is the second most common diagnosls made for lesions of 
SH. The conventional type of KS is more common in older men, and the skin of the 
lower extremities is the site most often involved. The his~opathologic changes 
of KS consists of irregular fascicles of intertwining and intercommunicating 
spindle-shaped cells with hyperemic vascular slits. In cortrast, SH occurs in 
younger people and is characterized by fibrohistiocytic prcliferation with giant 
cells, foamy histiocytes, and hemosiderin deposition. The absence of the 
curl1cue pattern and giant cells is usually in favor of the diagnosis of KS over 
that of SH. 

Angiosarcoma is another diagnosis that has been made fc- lesions of SH. 
Angiosarcoma primarily affects elderly people and is most commonly located on the 
face and scalp. The histologic changes of angiosarcoma varf from the well
differentiated type to an undifferentiated vas~ular tumor, as seen in Case No. 
13. Low-grade angiosarcoma has some features of capillary 1emangioma, except 
that the ~ascula~ spaces penetrate the stroma and form a network of sinusoids 
with fronds of endothelial cells which project into vascula; lu~ina. 

Undiffere~tiated angiosarcoma shows diffuse cellular infilt~~tion of the dermis 
with £lefts between the collagen fibers. The clefts are li~ed by very atypical~ 
plump endothelial cells. SH is sometimes erroneously diagn~sed as 
hemangiopericytoma, a tumor of soft tissue, skeletal muscle, fascia, subcutaneous 
±issue, and rarely the dermis. Characteristically, hemang:jpericytoma consists 
of tightly packed ce,lls around thin-walled, endothelial-lined vascular channels 
ranging from capillary-sized vessels· to large gaping sinus~idal spaces. 
Branching vessels show the typical "antler" or "staghorn "' configuration. The 
distinct curlicue pattern of SH and the rarity of skin invc!vement by 
hemangioper1cytoma should cause only a few problems in differential d1agnosis. 

Anothe1 tumor to differentiate tram SH is malignant me l anoma. The confusion 
with malignant melanoma is usually based on the misinterpretation of the p1gment 
and the intimate association of fibroblasts with the overlv1ng acanthotic 
epidermis. Identification of the pigment and of the cell cf origin by special 
stains and immunohistochemical studies represent aids in es~ablishing the 
diagnosis of SHover malignant melanoma. 

Some lesions of SH show considerable cellula! pleomorphism which can be 
confused with atypical fibroxanthoma <AFX> and malignant fi~rous histiocytoma 
(MFHll. AFX usually presents as a raised nodular lesion in sun-exposed areas of 
the head or neck in elderly people. The remarkable pleomor~hism with bizarre 
multinucleated giant cells and atypical mitoses, in conjunction with the clinical 
presentation, should separate AFX from SH. Angiomatoid MF~ represents a 
diagnosis which can be made for lesions of SH and particula~ly those which show 
aneurysmal to sinusoidal features and cytologic atypia. 

CDMt1ENTS: 

Chung and G1aham studied 141 patients with lesions of Sri and 102 patients 
with conventional dermatofibroma from the files of the AFIF Registry of 
Dermatopathology. 
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The purpose of this study was to better understand t he clinicopatho l ogic, 
immunohistochemistry, ultrastructure and biolog i c characte-ist i cs of the 
sclerosing hemangioma type of dermatofibroma. They prefe-~ed the termtnology of 
angiomatoid dermatof i broma for SH and considered it to be a common benign skin 
tumor which usually occurred as a solitary nodule in the second and third decades 
(mean 33.9 yearsl and shows a predilection for involving :·w upper and lower 
extremities. This tumor has unique h i stologic features c:~sisting of distinct 
curlicue pattern, infiltration of foamy hist1ocytes, Tout:~-type giant ce l ls, 
prominent vascular changes, and h~mos i derin deposition . -~e h i stologic features 
of SH often resulted 1n the diagnosis of DFSP, KS, angias~-coma, 

hemangiopericytoma, malignant melanoma, andl malignant flt-Jus h i stiocytoma,. 
Electron microscopic studies revealed cytologtc features ~:tributab l e to 
h i stiocyt i c or fibroblastic cells. Immunoperoxidase sta:-~, utilizing the human 
b l ood coagulation factor VIII related ant i gen, demonstrate~ positive granules in 
some tumor cells suggestjng the possibility of endothel i 6: histogenesis, Of the 
57 patients with follow - up data (mean 12 yearsl, 12 t21%' Jf the pat i ents 
developed local recurrences. One patient had five recurre~ces. One developed 
metastasis to a regional lymph node. Although there were ~ o s i gnificant 
differences in the clinical features between SHand ~onve-:ional dermatofibroma, 
the angiomatoid variant showed more aggressive binlogi~ ~::ential as evidenced by 
the h i gh recurrence rate and metastasis i n one patient. 

The results of histochemical and immunohistochemica l s:udies of SH favor 
fibrohistiocytic histogenesis with associated vascular fe=:ures. 
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MODERATOR'S DIAGNOSIS: UNDIFFERENTIATED ANGIOSARCOMA 

MICROSCOPIC DESCRIPTION: 

Sections stained with H L E show spotty parakeratosis, follicular plugging 
and areas where atypical endothelial cells have altered the dermoepidermal 
junction. One area of the dermis and superficial subcutaneous tissue are 
replaced by a diffuse nodule of pleomorphic cells with focal clefts lined by 
atypical endothelium. The atypical endothel1al cells appear large, 
hyperchromatic, and show variation in size, shape, and staining characteristics. 
Some of the atypical cells contain abnormal mitotic figures. Some of the ill
defined vascular spaces show fronds of atypical endothelial cells projecting into 
their lumina similar to but less characteristi~ than that seen in low-grade 
angiosarcoma. Many e~travasated erythrocytes are present and there are focal 
areas of inflammation compri~ed of lymphocytes, plasma ceJJs, and histiocytes. 
Incipient features of angiosarcoma are seen in the adjacent dermis. 

HlSTOCHEMISlRY: 

The reticulum stain showed a striking hyperplasia of argyrophilic fibers 
surrounding groups of proliferating endothelial cells and vascular spaces. 
Immunoperoxidase methods for H antig~n and vimentin colored the atypical tumor 
cel~s whereas they were negative for high and low molecular weight keratins. 

DIFFERENTIAL DIAGNOSIS: 

Kaposi's sarcoma tKS), sclerosing hemangioma tSH}, granuloma pyogenic CPGl, 
intravascular papillary endothelial hyperplas1a, and acquired tufted angioma 
would have to be considered in the microscopic differential diagnosis. The 
classical type of KS shows circumscribed but nonencapsulated nodule or nodules 
located in the dermis and is composed of irregular fascicles of spindle-shaped 
cells, some of wh i ch line vascular slits. The vascular slits are not lined by 
identifiable endothelial cells. The spindle-shaped cells exhibit occasional 
mitot i c figures but are usually uniform in size and shape. In addition, there is 
vascular ectasia, extravasated red blood cells, chronic inflammation, mild 
fibrosis, and variable amounts of hemosiderin. 

SH shows circumscribed, nonencapsulated nodules located in the corium 
composed of a prominent fibrocytic proliferation, Touton giant cells, foamy 
histiocytes, hemosiderin deposits, foca] areas of extravasated erythrocytes, 
vascular ectasia, and chronic inflammation. The overlying epidermis frequently 
shows prominent acanthosis. 

· PG usually shows a polyploid lesion with ulcerated epidermis covered by 
necrotic debris, fibrin, inflammatory cells, edematous stroma, prominent 
cap i llary-endothelial proliferation, numerous newly formed vessels, solid areas 
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of endothelial proliferation, and an inflammatory infiltrate of lymphocytes and 
neutrophilic leukocytes. 

Intravascular papillary endothel i a l hyperplasia usual zv occurs on the head 
and neck area as a subcutaneous red or blue nodule. Th i s capillary proliferation 
of endothelial and stromal tissue occurs de novo in organ:zing venous thrombi or 
in preexisting hemangiomas or ph lebectasias. An adequate understand i ng of this 
benign vascular d i sorder is i mportant ~ since the lesion may be clinical l y and 
histologically mistaken far low-grade angiosarcoma. 

Acquired tufted ang i oma,, an unusua l vascu lar neoplasm, =ommonly located on the 
neck and upper trunk of young persons, is characterized b~ circumscribed lobules 
of ang i omatous pro l~ ferat1on located a t var1ous levels of the dermis. This type 
af vascular neoplasm is ben i gn and has also been referfed to under other terms 
i nc l uding pr ogressive hemangioma, targetoid hemang i oma am; angioblastoma. The 
microscopic features are sometimes confusepl with KS and a--g i osarcama. 

COMMENTS: 

Pat1ents with undifferentiated angiosarcoma generallv ~ave a poor prognosis 
and no modality of t r eatment is cons i stentl y successf~l- :utaneous ang i osarcoma 
represents a multicentric vascular disease and the les1o~= metastasize i n at 
least 48% of patients with the disorder. The face and scalp are the usual 
l ocations and the tumors most often occur in patients unde- the age of eo and 
over 60 years. The average age a f patients wi th angiosar:~ma is 49 years. There 
i s no predilection for se~ or race. The patient represen: i ng Case No. 13 was . 
treated with 3000 rads of x-ray but suf f ered recurrent tu~ors and received an 
additiona l 2000 rads. She subsequently expired of metastatic angiosarcoma. 
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MODERATOR'S DIAGNOSIS: GRANULAR CELL TUMOR 

MICROSCOPIC DESCRIPTION: 

Sections stained with H ~ E which were prepared from the specimen removed in 
1974 show slight hyperkeratosis, moderate acanthosis, and the deep reticular 
dermis and subcutaneous tissue exhibit sclerotic collagen separated in areas by 
granular tumor cells. Fascicles, 1slands~ small groups and individual tumor 
cells contain abundant coarse acidophilic granules in their cytoplasm and round 
to oval nuclei which contain one, and sometimes, two nucleoli. Some of the 
granular tumor cells conta1n acidophilic cystoplasmic inclusions referred to as 
"l=lustulo-ovoid bodies of Milian". Mitotic figures were not seen in the granular 
cells in the sections available for study. Cytoplasmic membranes of the granular 
tumor cells appear indistinct. Sections stained with H & E prepa~ed from a 
biopsy done in 1965 showed granular cell tumor but no dermal sclerosis. 

HISTOCHEMISTRY! 

The trichome and PAS methods stained the cytoplasmic granules and pustulo
ovoid.bodies of the tumor cells red. lhe cytoplasmic tumor granules are 
colloid~l iron positive, and resistant to digestion with hyaluronidase and 
ribonuclease. Immunoperoxidase neural markers for SlOO protein, neuron specific 
enolase and Leu7 stain the cytoplasmic granules posit i ve. 

DIFFERENTIAL DIAGNOSIS: 

Malignant granular cell tumor, hibernoma, xanthoma, granular cell basal cell 
carcinoma, and fetal fat would have to be considered in the microscopic 
differential diagnosis of cutaneous granular cell tumor . Granular cell tumors 
can somet i mes show prominent epidermal pseudoepitheliomatous hyperplasia and be 
erroneously diagnosed as squamous cell carcinoma. 

COMMENJTS: 

The neural histogenesis of granular cell tumor is generally accepted, and the 
c]ose relationship of granular cells to peripheral nerves seen in many cutaneous 
lesions supports th i s opinion. Neural histogenesis for granular cell tumor is 
also supported by enzyme histochemistry, electron microscopy and immunoperoxidase 
studies. 

Malignant granular cell tumor in the skin is extremely rare, and even with 
cytologic atypia, the b i olog i c potent i al for metastasis is rare. Differentiation 
of granular cell tumors from other cutaneous neoplasms is usually easy and should 
not be too difficult. Keloidal type of sclerosis of collagen can be seen in 
recurrent or residual lesions of granular cell tumor, and this feature is well 
illustrated i n Case No. 14. 
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MODERATOR'S DIAGNOSIS: NEUROTHEKEOMA 

MICROSCOPIC DESCRIPTION: 

The H ~ E-stained sections show variable-sized fibrous encapsulated lobules 
containing ovoid to spindle-shaped ne~ve sheath cells with ~horling pattern 
imbedded in a myxomatous matrix. The nerve sheath cells co ntain basophilic 
nuclei, intranuclear vacuoles, ac1dophilic cytoplasm and l~distinct outlines. 
In areas, there is cyst1c formation and pap1llary configuration of the lining 
myxomatous nerve sheath tissue. Some of the lobules show soindle-shaped, 
stellate to fusifo~m nerve sheath cells imbedded in a promi nent diffuse mucinous 
stroma w1th focal cystic changes. Some of the lobules sho~ foc1 of lymphocytes, 
plasma cells, histiocytes and hemosiderin depos1ts. 

HISTOCHEMISTRY: 

Colloidal iron stain co l ored the mucin intensely blue and this method also 
demonstrated multiple deposits of hemosiderin in the tumor lobules. Alcian blue 
pH 0.4 stained the mucin, and this histochemical metho~ identified the substance 
as chondroitin sulfate 8. Immunoperoxidase methods for S1C0 protein and HM845 
demonstrated positive stain i ng of some of the nerve sheath cells, whereas they 
were negative with neuron specific enolase and Leu7. 

DIFFERENTIAL DIAGNOSIS: 

The differential diagnos1s of neurothekeoma includes focal mucinosis, myxoid 
malignant fibrous histiocytomaJ and myxoid neurofibroma. Focal mucinosis does 
nat show circumscription, lobulation, or the cellularity seen in neurothekeoma. 
Myxoid malignant fibrous h*stiocytoma CMFH> is cytologically pleomorphic with an 
organized vasculature. Tumors of MFH develop as large, deeo neoplasms affecting 
adults in contrast to neurothekeoma, which occurs as superficial lesions in young 
individuals. Distinction of neurathekeoma from myxoid neurofibroma is academic 
since they are closely related. In general, the multinodularity and the whorled 
arrangement of the cells of a neurothekeoma contrasts ~ith ~ost neurofibromas. 

COMMENTS: 

Neurothekeoma has been reported in the literature under a variety of terms 
which include pacinian neurofibroma, bizarre cutaneous neurofibroma, plexiform 
neurofibroma, dermal nerve sheath myxoma, and myxoma of nerve sheath. 
Neurothekeoma represents a benign tumor which develops during childhood and early 
adult life and generally involves the headJ neck, and shoulder. The lesions 
usua ll y involve the dermis, subcutaneous tissue and, sometimes, the soft tissue. 
Mucous membranes are rarely involved. 

The myxomatous matrix of neurothekeoma consists of a combination of 
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hyaluronic acid and sulfated mucin. The presence of chondroitin sulfate 8 1n 
neurothekeoma separates the lesion from other neural tumors which contain 
hyaluronic acid. 

The neural histogenesis of neurothekeoma arising from Schwann cells is 
supported by electron microscopic studies and positive staining of some tumors 
with SlOO protein and HMB45. 
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MODERA10R'S DIAGNOSIS: PROLIFERATING EPIDERMO,ID CYST 

MICROSCOPIC DESCRIPTION: 

Sections stained with H L E show features of hyperkeratosis, spotty 
parakeratosis, areas of hypergranulosis, and prominent irregular acanthosis 
border ing on a large proliferating cystic lesion which connects with the 
epidermis. The wa l l of the cyst shows several lobules of proliferating squamous 
keratinocytes which surface on a common lumen. The lobules ar~ comprised of 
squamous keratinocytes with focal squamous eddies; benign dyskeratotic cells; 
multiple clear spaces , some of which contain neutroph i ls and eoslnophils; focal 
hypergranulosisi and areas of clear vacuolated epithelium bordering on the cyst 
lumen. ln some areas bordering on the cyst lumen, there 1s parakeratosis. In 
some sections available for study, there is rupture of the Infundibular wall of 
the cyst and this ·is characterized by necrosis of k~ratinocytes and prominent 
inflammatton comprised of many neutrophils, eosinophils, ly~phocytes, pla~ma 

cells, hist1ocytes, and erythrocytes. The stroma surrounding the cyst shows 
promin~nt fibrosis and focal inflammation including plasma cells, lymphocytes, 
eosinophils 1 histiocytes, hemosiderin deposits, and epithe li oid tubercles with 
giant cells. The squamous keratinocytes corresponding to basally -placed cells of 
the cyst wall appear ~typical in some areas. In areas adjacent to rupture of the 
cyst ~all, there is exocytosis and microabscesses containing neutrophils and some 
eosinophils. The sections were examined under polar i zed l1ght, and some 
birefringent spicules are seen corresponding to the ruptured area and at sites of 
~pithelioid tubercles. 

HISTOCHEMISTRY: 

The PAS, with and without diastase digestion method, demonstrated variable 
amounts of glycogen in the proliferating squamous keratinocytes, and particularly 
in areas where the cells were vacuolated. The routine iron stain demonstrated 
multiple deposits of hemo~iderin at sites of inflammation in the fibrotic stroma. 
The trichome method colored the fibrotic stroma pale blue, and the reticulum 
stain revealed an argyrophilic fiber hyperplasia in some areas of the 
desmoplast1c dermis. 

DIFFERENTIAl DIAGNOSIS: 

See Case No. 9 for differential diagnosis. 
Traumatic ep i dermal inclusion cyst also has to be considered and may be 

confused with epidermoid cyst. These are the sma l l cysts that develop after 
trauma, and they are lined by mature keratinizing squamous epithelium with a 
granular layer. The cyst lining is believed to be of ep1dermal origin wh1ch 
becomes embedded in the"dermis secondary to trauma. 
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COMMENTS': 

Prolifer ating epidermoid cyst develops from conventional ones which become 
inflamed from rupture or grow secondary to trauma. 

Epidermoid cyst represents a common cutaneous les1on which has w1despread 
distribution on hairy skin. On gross ~xaminat1on, they are round to oval with a 
soft consistency; have a thin capsule; and usually contain an oily, rancid, foul
sme l ling, cheesy, lum i nal substance. These cysts are li ned by mature 
keratinizing squamous epithelium with a granular layer and form soft keratin. 
The squamous keratinocytes lining these cysts is similar tc the infundibular 
ep1the li um of the hair follicle . 

Sau and Graham studied 29 patients who had lesions of proliferating 
epidermoid cyst submitted to the AFIP Registry of Dermatopathology, and they made 
the follow1ng observations: on l y 31% were females; 52% of the patients were 50 
years or older; 71% were Caucasian; 83% of the tumors involved sites other than 
the scalp; and cytologic atypia and many mltoses ·may be indicative of local 
agg.ression and a greater tendency for recurrence of the les,ion. Two of the 29 
patients had single lesions of proliferating epidermoid cyst with areas of 
cytologic atypia 1nterpreted as carcinoma, but neither one showed evidence of 
metastasis . 

The birefringent spicules seen und~r polarized l~ght 1n sections of Case No. 
16 most rikely represent fore1gn material introduced at the time the lesion was 
drained, or the particles could represent remnants of suture or keratin. 
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MODERATOR'S DIAGNOSIS: DERMAL ECCRINE CYLINDROMA 

MICROSCOPIC DESCRIPTION: 

Examination of microscopic sections stained with H L E show a l arge 
multilobular tumor separated from a flattened epidermis by a grenz zone of 
compressed collagen . The tumor e~pands the dermis and extends into the subcut1s. 
The lobules are composed of round to oval islands of basaloid cells surrounded by 
hyalin basement membrane and collagenous fibrous connective t1ssue. The islands 
are composed of two cell types. The predominant large cell has a nucleus wi th 
pale, fine chromatin and a slightly acidophilic cytoplasm with indistinct 
margins. The small cell with its darker nucleus and minimal cytoplasm is 
peripheral and, sometimes~ tends to palisade. A characteristic histologic 
component is the presence of acidophilic basal membranes and some of the islands 
show accumulation of hyalin material as small droplets. In some areas, these 
droplets are abundant, tend to fuse, and replace the epithelia) cells, and occupy 
most of the islands. The presence of ductal structures is an integral part of 
dermal eccrine cylindroma. These are present within the tumor islands; and they 
may show a distinct lumen lined by a low to columnar epithelium. Occasionally, 
ducts appear wi thin the adjacent stroma and show a definite double-layered 
epith~lium characterized by perip~eral small dark cells and ce~tral larger ones 

. with acidophilic cytoplasm similar to eccrine structures . In some examples of 
cylindroma, eccrine sweat ducts show direct transition with tumor islands. Some 
tumor lobules show cystic formation with mucin present in the dilated spaces. 
One tumor lobule shows dilated spaces filled with erythrocytes. Mild 
inflammation comprised of lymphocytes and plasma cells are scattered throughout 
the stroma and with.in dilated spaces in the tumor lobules. 

HISTOCHEMISTRY: 

The PAS, with and without diastase digestion method, shows brilliant red to 
purple· staining of the hyalin material surrounding and within islands of tumor 
cells. The colloidal iron method demonstrates foci of hyaluronic acid in the 
s,troma and sialomucin in some cystic lumina within tumor islands. 
Immunoperoxidase stain for keratin demonstrates strong coloration of the tumor 
epithelium and particularly the ductal structures . 

DIFFERENTIAL DIAGNOSIS: 

Eccrine spiradenoma can show focal features of dermal eccrine cylindroma and 
about 4% of patients with the latter disease w}l ] have changes of both neoplasms 
in the same lesion. The tumor lobule with dilated spaces containing erythrocytes 
in Case No. 17 shows some features of eccrine sp1radenoma. Patients with single 
les1ons of cylindroma sometimes have their tumor erroneously diagnosed as basal 
cell carcinoma. 
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COMMENTS: 

In 196 1 , Cra i n and Helwi g described the i r clinicopatho::gic observat i ons in 
56 patients with dermal eccrine cyl1ndroma. These lesions nay be single or 
mu l tiple and occur i n patients of any age, but usually af te- puberty. When 
multiple and on the scalp, the disorder is commonly calleo t he turban tumor. The 
tumors are firm, pink to red nodules, averaging about 1.5 c~ in diameter, but may 
reach 5-6 em. They are most common on the scalp, in hair v =reas, and are 
sometimes painful. Although the tumor is gener a l ly benig ~ . about one-third recur 
follow i ng excis i on. The arch i tectural pattern with mult i p:e peripheral nodules 
probably explains why some regrow because of inadequate re·nov:al. Rare• examples 
of malignant cylindroma have been reported and the Moderat:- has seen only one 
case in his experience. 

The occurrence in Case No. 17 of the patient hav i ng a ~ arot i dectomy is 
interesting since cylindroma can involve the parotid glan: and s~ow features 
identical to those seen in the skin. 

As in Case No. 17, patients with multiple cyl i ndroma rn~J have the disease 
transmitted to them as a dominant hereditary tra i t, and tre 1 can also have 
lesions of epithelioma adenoides cysticum lmu J t i ple trich ce~ithelioma) and 
eccrine spiradenoma. 

On microscopic examinat i on, the tumor is generally in ~:e dermis and somewhat 
circumscribed but not encapsulated. It is composed of mu!:1ple discrete, 
variably-sized and shaped and, sometimes, confluent lobulee. The essent i al 
histologic features are basophillc cells i n cords or cyli~:ers, hy alin, and 
cyst i c or duct-like structures. The basophi l ic cells are :f two types: large 
cells wi th a moderate amount of cytoplasm and an oval vesl:Jlar nucleus, and 
small cells with scant cytoplasm and hyperchromatic nucleus. In general, there 
is a tendency for the small cell to be peripheral in the l~bules, cords, and 
duct-like structures. Hyalin frequently forms a prominen t acidoph i lic membrane 
at the periphery of the cellular islands, and also occurs as intralobular 
droplets . The i ntralobu l ar deposits vary from isolated s~all droplets to 
coalesced masses replacing the basophilic cells. Practic~:ly all the lesions of 
cylindroma will contain small ducts lined by a single cell layer; occasionally, 
however, these ductal structures have a double-layered ep i :nelium remarkabl y 
sim i lar to that of an eccr i ne sweat duct. 
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MODERATOR'S DIAGNOSIS: MERKEL CELL CARCINOMA 

MICROSCOPIC DESCRIPTION: 

Some sections stained with H ~ E show remnants of ulce-ated epidermis and all 
of them exhibit massive replacement of the derm i s by sheets of monomorphous 
basophilic staining cells. Cytologic features include spa~se cytoplasm, 
dispersed nuclear chromatin in round vesicular nuclei, i. nc:.•spicuous nucleoli and 
many mitoses. Although not a prominent featu r e, some areas show a trabecular 
pattern and a few pseudorosettes are seen. The sheets of ~~rkel cells are 
separated by fragments and strands of collagen and fibrous :issue. A superficial 
crust related to the ulcerated epidermis contains many tu~:~ cells. There are 
also some nests of Merkel tumor cells present in fragments jf the epidermis. 
Beneath the area of ulceration, there are dilated blood vessels engorged with 
erythrocytes and some similar ones occupy f ibrous tissue se~arating sheets o f 
tumor cells at deeper levels. 

HISTOCHEMISTRY: 

Immunoperoxidase methods fqr neuron specific eno l ase a-j HM8~5 stain the 
Merke l cells, whereas they were negativ~ with 5100 protein and Leu?. 
Immunoperoxidase methods for keratin 135BH1 1 and AEll stair~d perinuclear and 
paranuclear filaments and golgi bodies in some .of tQe Merke: cells. 

DIFFERENTlAL DIAGNbSIS: 

Cutaneous Merkel cell carcinoma may be confused microsc~pically with basal 
cell carc1noma, und i fferentiated Meibo~ian sebaceous g l and :arcinoma of the 
eyelid, metastatic oat cell carcinoma, malignant lymphomi, nalign~nt eccrine 
acrospiroma, and malignant eccrine spiradenoma. 

COMMENTS: 

The original terminology used for the tumor in Case No. 18 was trabecular 
carcinoma of the s kin reported by loker in 1972. Although :here is sti l l some 
controversy, i t is generally accepted that trabecular cart110ma represents a 
neuroendocrine tumor that has its origin in dermal and/or ~~ll i cular Merkel 
cells. Origin from the epidermis may also be possible sine: some lesions, as in 
Case No. 17 ~ may show nests of Merkel tumor cel l s at the oe·moep i dermal junction 
and/or in the stratum spinosum. Electron microscopic stud::s support 
neuroendocrine origin of the tumor ce l ls; and this is basec mainl y on the 
demonstration of cytoplasmic membrane-bound electro n dense gr anules, cytoplasmic 
filaments and a prominent Golgi region. Positive immunope-~xidase staining of 
the tumor with neuron specific eno,lase,, cytokeratin, and H!"'345 in Case No. 18 
support neuroendocrine Merke] cell histogenesis oi the neo~ l asm. 
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The natural history of cutaneous Merkel cell carcinoma i~ characterized by 
aggressive behavior, a tendency for local recurrence, high 1ncidence of lymphatic 
invasion, metastasis, and death from visceral disseminat1on. At least 55% of the 
patients with cutaneous Merkel cell carcinoma will show lymph node metastases, 
and 49% have distant metastases. 
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MODERATOR'S D I AGNOS 1 S :, BASAL CELL CARC I N0t1A 

MICROSCOPIC DESCRIPTION: 

Sections stained with H & E exhibit an elevated tumor w:th epidermal covering 
which shows spotty parakeratosis, moderate acanthosis~ foca~ spong1osis, areas of 
exocytosis, and effacement of the rete ridges. The tumor !S composed of multiple 
variably-sized lobules separated by moderately vascular collagenous fibrous 
connective tissue. Within the lobules are variably-sized a~d shaped masses of 
atypical basal cells showing prominent peripheral palisad1n;, retraction spaces, 
adenoid pattern with mucin, an~ focal squamoid differentiat:on. Centrally, many 
of the masses show cystic spaces of different sizes. The basal tumor cells are 
closely packed, moderately hyperchromatic . have oval nuclei with scattered 
mitotic figures and scant, pale cytoplasm. In a few foci~ :here are pleomorphic 
muH1nucleated tumor giant cells., No keratin cysts are ev ~ :l'?nt. Although 
genE?rally' the cell masses are well circumscribed and closely invested by 
co]lagenous fibrous connective tissue, there- are focal areas at the base where 
small islands of tumor appear to i~vadE? the stroma. Tumor =ells extend to the 
deep surgical margin in the sections available for review. The stroma shows 
edema, 1ncreased vascularity and a mixed inflammatory infi ! trate ~f 1ymphocytes, 
p ] asma cel]s, and hist1ocytes. 

HISTOCHEMISTRY: 

The PAS, with and without diastase digestion method~ de~onstrates an abundant 
amount of glycogen in a moderate number of tumor cells and the overlying 
epidermis. Alcian blue ph 0.4 demonstrates mucin in adenoij lumina, and this 
method identifies the substance as chondroitin sulfate B. ·he colloidal 1ron 
method also demonstrates some foci o~ stromal hyaluronic acid. Focally, the 
tumor cells stain positive for high molecular weight keratin and negative for ]ow 
molecular weight cytokeratin. The low molecular weight cyt3keratin stained 
eccrine sweat glands in the dermis adjacent to the tumor lcQules. 

DIFFERENTIAL DIAGNOSIS: 

The differential diagnosis includes metatypical (basos~~amousl basal cell 
carcinoma, squamous cell carcinoma, Merkel cell carc]noma, and trichoepithelioma. 
Some observers use the terminology of eccrine epithelioma for this type of 
neoplasm; but the Moderator prefers to c ] assify Case No. 19 as basal cell 
carcinoma with solid ~ cystic, and adenoid cystic features. 
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COMMENTS: 

The patient died of cardiovascular disease two years after removal of the 
lesion of basal cell carcinoma, and there was no clinical evidence of recurrence 
or metastasis. 

Failure of the tumor cells to stain with low molecular ~eight cytokeratin and 
the presence of chondroitin sulfate B in adenoid cystic spaces support the 
diagnosis of basal cell carcinoma over squamous cell carcinoma, eccrine 
epithelioma, trichoepithelioma, or Merkel cell carcinoma. Neuroendocrine 
d1fferentiation may occur in about 25% of lesions of basal cell carcinoma, 
although immunohistochemical evidence for this is present in only 4% of tumors 
studied for chromogranin and neuron spec1fic enolase. 

During a five year period of fallow - up, 36% of patients who have lesions of 
basal cell carc1noma develop additional lesions~ As in sections of Case No. 19, 
basal cell carcinoma may sho~ one or more histopathologic patterns in the same 
lesion; and these include solid, cystic, adenoid, keratotic, pigmented', granuiar 
cell, fibrosing, morpheafarmi superficial multicentric, metatypical 
<basosqua~ousl, and premal1gnant fibraepithelial tumor types. In the opinion of 
the Modera.tor, most, if nat all, basal cell carcinomas arise.in a multicentrlc: 
way ; and with growth, they may differentiate toward epidermal germinative cel l s, 
and pilosebaceous and eccrine structures. 

From the standpoint of prognosis, patients with metatyp i cal basal carcinoma 
should be handled with care since this type of leSion may be locally aggressive, 
show a tendency for recurrence, and m~tastasize to local and distant sites. 
Morp~eaform basal cell carcinoma represents about 0.1% of a l l types of the 
neoplasm and should receive special attention because of dermai sclerosis and 
narrow strands of tumor which penetrate the deep stroma. 
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MODERATOR'S DIAGNOSIS: METASTATIC CARCINOID 

MICROSCOPIC DESCRIPl iON: 

Sections stained with H & E show a large tissue specimer covered by an 
ac anthotic epidermis and a subjacent thickened dermis ca nta~ning sheets and 
anastomosing cords of basophilic tumo r cells. In many areas, the tumor cells 
show gland-like formation, some tendency for trabecu l ar pat:ern and peripheral 
pal i sading. The carcinoid cells contain ovoid t o slightl y soindle-shaped nucle l 
with f i nely dispersed chromat i n, moderate pale to acidoph il :c cytoplasm, and some 
recognizable cell membranes. Only rare mitoses are seen. -~e tumor cells are 
imbedded in hyalinized sclerotic fibrocollagenous stroma. Solid i slands of 
carcinoid cells are present 1n the papillary dermis wi th e f ~ac~ment of the rete 
ridges ~ but there is no evidence of origin from the.epiderm : s. Many erythrocytes 
are in t ermingled with the tumor cells, and the upper derm i s shows di l ated blood 
vessels. In the same area, there are foci of inflammation :ncluding lymphocytes, 
p lasma cells, h i stiocytes, and hemos i derin deposits. Some sect i ons available f or 
study .show large areas of necrosis with focal neu t rophi ]i c =~scess f ormation and 
large colonies of bacteria. 

HISTOCHEMISTRY: 

Immunoperox i dase methods for cytokerat i n < 358H11 /AEl ), a.-.d care i noembryonic 
~ntigen stained the carcino id cells, whereas those for neur on spec~fic enolase, 
synaptophysin, and Leu7 gave negative results. Pascaul "s ~ilver st~in 
demonstrated cytoplasmic argyrophilic granules in some of t~e carc i noid cells . 
Colloidal iron demonstrated hemosiderin deposits in the upp~ r derm i s and same 
.hyaluronit acid in the fibrocollagenous stroma . 

DIFFERENTIAL DIAGNOSIS: 

Metastatic adenocarcinoma, malignant eccrine carcinoma, and adenoid basal 
cell carcinoma wi th neuroendocrine differentiation wou l d ha,e to be considered 1n 
the microscopic d i fferential diagnosis. 

COMMENTS : 

In early May, 1989, three tissue specimens were removed from the patient's 
right larynx, and the sections showed mi croscopic features of carcinoid. The 
tumor cells were posit i ve with the Gremilus stain and th i s f eature supported the 
diagnosis of pr imary carcinoid of the l arynx. A right axi!lary lymph node 
remo ved during April, 1988, contained tumor which gave pos i t iv e 
immunohistochemistry results for chromogranin, 5100 protein, neuron specif i c 
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enolase and low-molecular weight cytokeratin. The results ~f special stains 
favored the diagnosis of metastatic carcinoid for the righ: axillary neoplasm and 
central low back area. 

Carcinoid metastatic to the skin is rare in the experie-,ce of the Moderator. 
Brownstein and Helw i g in 1973 reported data on the spread c• tumors to the skin 
in 724 patients. One of these cases was a 70-year-old man "ho had metastas1s to 
the abdominal skin from a carcinoid tumor of the ileum tha~ had been resected 
three months earlier. 

Primary cutaneous carcinoid also represents a rare occ_- r ence as verified by 
the sparsity of reports i n the l i terature. 

Carcinoids of the larynx are uncommon tumors, anc the ~-e 1n Case No. 20 
represents a rare example of a large cell neuroendocr1ne ne=o l asm wi th metastases 
to the right axillary lymph node and skin of the low back. 
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