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INTRODUCTION

Fibrous tumors and tumor-like legions form a lerge
and diverse group of distinct entities thet differ grea-
tly in theilr behavior end at times cause conglderable

difficulties in diagnosis.

Some are perfectly benign lesiona that ramain loca-
lized and do not recur even after simple excision. Cthers
ere poorly circumscribed, grow in an infiltrative manner
and tend to recur unless they are widely excised. Still
others are frankly malignant tumors that recur ané meta-

gtasize in a high percentege of cases.

Much new information about fibrous growths hes been
recorded in the laat few years. A great deal has been
learned about the true fibroblastic tumors. Very cellular
non metastasizing fibroblastic tumors are often identlif-
ied by the term fibrosarcoma. This leads to an eatirely
unjustifiable piciure of the frequency of malignant fib-
rous tumors in as much a8 fibrosarcomas are actually

relatively uncommon.

The study of the cellular origin cof certain tumors
has made it possible to reclassify z number of them and
has facilitated the study of their behavior.
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CLASBIFICATION OF TUNORS OF FIBROUS TISSUE

AND THEIR RELATED CONDITIONS

Many classifications have been proposed.
The c¢lasaification of the W.H.O. (1969) is as follows:
4} Pibromas:

1) Fibroma durim.

2) Fibroma molle {fibrolipoma).

3) Dermatofibroma (histioccytoma, sclerosing haema-
ngioma}.

4) Elastofibroma {dorsi).

B} Fibrometosis:

1) Cicatricial fibromatosis.

2) Keloid.

3) Noduler fasciitis (Peseudosarcromatous fibromatosis).
4) Irradiation Livromatosis.

5) Penile fibromatosis (Peyfonie's disease).

6) Fibromatosis colli.

T} Palmar fidbromatcsis.

8) Juvenile aponeurotic fibroma {calecifying fibroma).
9) Planter fibromatosis.

10) Nasopharyngeal fibroma {juvenile angiofibromal.
11} 4&bdominal fibromatosis (abdqmiual desmoid).

12) Fibromatcsis or aggressive fibromatosis (extra-

ebdominal desmoid}.

13) Congenital gemerelized fibromatosis.
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C) Dermatofibrosarcoms Protuberance:

D) Fibrosarcomas

Ashley (1978) mentioned the following classification

in his text-book "Evan's Histological Appearancesof Tumcrs":

- Keloid fibromatosis.
~ Desmoid tumor.
-~ Noduler fasciitis.
- Juvenile aponeurctic fibroma.
~ Besal and Nasopharyngeal fibroma.
~ PFibromatosis: x Palmar and planter fibromatesis.
¥ Congenital gensralized fibromatosis.
x Fibromatcsis Hyalinicg multiplex
juvenalis.
% Congenital subdermsl {fibromatous
tumors}.
- Elastoefibroma.
~ Intra-mural fibroma of heart.
~ PFlbrous tumocrs of the dermis:
x Histlocytoma and malignent histiocytoma.
¥ Progressive Recurring Dermetofibroma
(Dermatofibrosarcoma Protuberance).

- Fibrosarcoma.
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The Armed Forces Institute of Pathology {1982) Class-
ified tumors and tumor-like lesions of the fibrous tissue
as follows:
~ Fibroma

- Flbromatosia:

x Juvenile aponeurctic fibrome (calcifying fibroma).

% Fibromatosis colll.

% Fenile fibromatosis.

¥ Progressive myositis fibrosa {hereditery polyfibrom-
atosis)

¥ Pseudosercomatous fasciitis {nodular fasciitis).

~ Elastofibroma

- Mbrous higtiocytoma

- Xanthomatoses

- Fibrogarcomna.

Enzinger and Weiss (1983} clasgified tumors of the
fibrous tisaue and related conditions as follows:

I. Tumors and tumor-like lesions of fibrous tissue

A) Benign:
l1- Fibroms

2- Noduler fasciitis.
3~ Proliferative fasciitis.

4~ Proliferative myoaitis.
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5=- Fibroma of tenden sheath.

6= Elastofibroma.

-3
|

Nasopharyngeal fibroma.
8- Keloid.

B} Pibrous tumors of infancy and childhoods:

1- Fibrous hamartoma of infancy.

2- Infantile myofibromatosis (solitary, multicentric)
3- Fibromatosis colli.

4- Infentile digitel fibromatosia.

S5~ Infantile fibromatosis (desmoid type).

6~ Gingival fibromatogis.

7- Calcifying aponeurotic fibroma.

8~ Hyaline fibromatcszis.

G} Fibromatoges:

1- Superficial fibromatoses:
a- Palmar and planter fibromatosis.
b- Penile (Peyronie's)} fibromatosis.
c- Knuckle pads.
2= Deep fibromatsoses:
a- Abdominel fibromatosis.
b~ Extra-abdominal fibromatosis.
¢~ Intra-abdominal fibronstosis.
d- Mesenteric fibromatecsis {Gardner's synrdrome)
e~ Pogtradiation fibromatosis.

- Cicatricial fibromatosis.
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DY Malignant

le Adult fibrosarcoma.
2- Congenitel end infantile fibrosarcoms.
3~ Postradistion fibrosarcoma

4= Cicatricial fibrosarcoma.

II. Mbrohistioccytic tumors:

4) Benign:
1- Fibrous histiccytoma:
a) Cutaneous (dermatofibroma).
b} Deep.
2= Atypical fibroxzanthoma.
3- Juvenile xanthogranuloms.
4~ Reticulohisticcytoma.

5~ Xanthoma .

B} Intermediate:

1- Dermatofibrosarcome protuberance.

2~ Bednar tumor.

C) Helignant:
1- Malignant fibrous histiccytomas
a} Stori-form~-pleomorphic.
b) Myxoid {myxcfibrosarcoma)l.
¢) Giant cell (malignant giant cell tumor

soft parts).
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PATHOLOGY OF FIBROUS TISSUE TUMORS
AND TUMOR-LIKE CONDITICHS

A) FIBROMAS

The term fibroma was previocusly applied by Bartlett
et al. (1961) to any benign fibrous growth whether or not

it was a congenital malformation, reparative tissue, or a

real necplasm.

In order to avoid thisg lcose application of the term;
Mackenzie (1964) defined it as & pedunculated or filiform
congenital malformaticn composed of normael fibrous elements
of the corium covered by epidermis. These are harmless,
seldom removed except for cosmotic reasgons, and therefore
are nct often seen by the pathologist. Allen and Enzinger
{1970) described fibroma as a benign simple tumor arising
from fibrous tissue. It appears as an oval or rounded
well-encapsulated tumor. It may be "“hard" if it contains

much collagen fibres or "soft" if it is very cellular.

The sites of fibromas as mentioned by Lazarus and
Trombetta (1982) are mainly the skin, subcutanecus tissue,
fibrous sheatha of muscles, internal organs e.g. ovary,
kidney, gastrointestinal tract and nasophsrynx. Nathan and
Zocholl (1983) gdded that fibroma may be found rarely in

the ureter.
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Microscopically; the cells of the tumor are fibro-
cytes; their nuclei are long, narrow and densely stained,
the cytoplaesm so scanty as to be hardly seen, and mitoses
are very rare. Bundles of dense ccllagen separate the

cells.

Fibroma durum:

Kauffman and Stout {1961} defined fibroma durum as a
benign frequently pedunculated, well-circumscribed densge
growth of fully matured and richly collagencus fibrous
connective tissue occcuring on the body surface and mucous
membranes. They are found mainly in hands and feelt but
Mackenzie (1964) added that it may be found attsched to
tendong, tendon sheathsa, joint capsules or in muscles

and deep fibrous tissues.

According to Rios-Dalenz et al. (1965), the microsco-
pic appearance of fibroma durum is quite variable, depen-
ding upon the amount of fibroblasts and multinucleated
giant cells of foreign body type (histiocytes) with or
without lipids or hemosiderin. Mehregan (1981) added that

there may b2 cccegior ) inflemmatory cells,

Fibroma molle (Fibrolivoma):

Enzinger et al. (1969) defined it as a benign and

usually pedunculsted growth made up of a mixture of mature
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fibrous connective tissue and adult-type fat occuring on

the hody surface.

Intremurel fibroma of the heart:

Thig is a fibrome which usually occurs in the lerft
vantricle and ceuses sudden death in infancy and early

childhoed {Clay and Shorter, 1957).

Dermatofibromas

Tellem et al. (1965) defined dermatofibroma as a
benign, non-encaepsulated, superficial lesion, character-
ized by an intimate mixture of histiocyte and fibroblast-
like cells assog¢igted with varying amounts of collagen and
thin-walled blood ves=zels. Frequently, lipid mascropheges
and sidercphages are prominent features cof the lesion. It

includes:

&) Benlign histiocytoms:

Histiocytoma ia now the common term used to indicate
certain benign dermal fibrous tumors believed to bhe of
histioeytic origin. Keauffman and Stout (1961) mentioned
that the histioccyte can act as a facultative fibroblast
and may couceael its trus neture by appearing to be =
gimple fibroblastic tumor with no obvious foamy cytoplasm

contalning lipids. Hudson and Winkelmann (1972) stated
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that the tumor may erise from primitive mesenchymal cells

acquiring certaln morphological features.

The wascular nature of this type of lesion has been
stressed even by earlier investigators as Dawson (1948)
who mentioned that the histiceytoma results from a succe-
ggion of events resulting in obhliteration of a capillary
angioma. However, Fu et al. (1975) suggested that the
blood wvessels are only a secondary feature and not an
integral component of histiocytoma. Evidence of a vaso-
formative process ig lacking and it is more likely that
the spindle cells and connective tissue fibres of the lesion
indeed represeni histiocytes which function as facultaetive

fibrohlasts.

The tumors are common in adults between the ages of
20~40 years but rere in children, though Crzelle et al.
(1963) have reported 39 examples in subjects less than
16 yeers of age.

Most commonly this tumor occurs in the dermis and sup-
erficial subcutis meinly on extrimities, buttocksa, shoul-
ders and face. Webb et al. (1974) added that it may be
found in soft fissue and sporedically in perenchymal

organg.
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The tumcrs oceur as slowly growing nodules which may
be multiple but ususlly ere solitary. They are well dema~
rcated, non-encapsulated, rarely exceeding 2 to 3 cm. in
diameter. They vary in colour and may be black, purple,
red or yellow, or any mixture of these coloura, depending
on their wvescularity, lipid and hemosiderin content

{Kempson and Kyriakos, 1972).

Orzello et al. (1963} described histiocytoma s &
mixture of fibroblastic and histiocytic cells that are
often arranged in a cariwheel or storiform pattern showing
uniformity of size and shape containing a variable amount
of lipid with minimal or absent mitotic activity. The cells
are separated by delicate collagen network surrounding
individusl cells end sccompanied by verying numbers of in-
flammatcry cells, foam c¢ells, and sidercphages. Jaccha
et al. (1975) added that the tumor may also show multin-
ucleagted giant cells of foreign body or toutcn tyﬁe 83 &
typical feeture or rarely csteoclast-type giant cells, They
noticed, =g well, that repeated hemorrhege snd ulceration
are ccmmon, and with occurrance of hemorrhsge; hemogiderin
gccumulations are seen. Carstens and Schrodt (1974) noticed
that in some histiccytomas, or in different parts of the
same histiocytomsa, the veszels and sBtroms exhibit a
striking hyalinization, & feature that has led to uae

0of the misnomer "sclerosing haemangioma®,
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