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Summary. The case of a 45-year-old woman with malignant fibroxanthoma (malignant 
histiocytoma) of the abdominal wall is reported. A loeal recurrence five years after surgery and 
radiation therapy required removal. Subsequent surgical intervention for radionecrosis and 
a fecal fistula failed to reveal residual tumor; the patient is free of tumor twer~ty-five years after 
the initial excision. The differential diagnosis of atypical and malignant fibroxanthoma is 
discussed. Studies of the small number of malignant fibroxanthomas reported in the literature 
suggest a poor correlation of the histopathologic characteristics of these lesions with their 
relatively benign biologic behavior. 

Recen t ly  we encountered the  case of a 70-year-old woman who had a suppos- 

ed]y mal ignan t  t umor  of the  abdominal  wall r emoved  twenty- f ive  years ago. The 

original pathologic  diagnosis was recorded as p]eomorphic sarcoma of unknown 

type  (probably fascial sarcoma). Because the  pa t ien t  is still alive, this h is tory  

p rompted  us to review the old sections which were now in terpre ted  as mal ignan t  

f ib roxan thoma (malignant  h is t iocytoma)  in accord with the  nomencla ture  re- 

commended  by  the  Wor ld  Hea l th  Organizat ion (Enzinger, La t tes  and Torloni,  

1969). This is a rare t umor  whose na ture  still remains obscure to  m a n y  patholo-  

gists and whose growth  characterist ics are still poorly understood.  This is due to 

the paue i ty  of s tat is t ical  data  as well as to a confusing terminology.  

Case Report 
Clinical A bstract 

A 45-year-old woman was admitted to the hospital in November, 1945, for surgical 
removal of a painless deep-seated nonmovable and very firm mass of the midabdominal 
wall immediately below the umbilicus. On surgery the hen's egg-sized tumor was firmly 
adherent to the fascia in the midline. A wide resection of the fascia with the tumor was 
done. Invasion of the peritoneum was not demonstrated. The histo]ogic picture of H & E- 
stained sections of the tumor was interpreted as p]eomorphic sarcoma (probably fascial 
sarcoma). The patient received a postoperative course of radiation therapy. Five years later 
a recurrence of the tumor led to a second admission in November, 1950. l%rtinent physica] 
finding was a double fist-size tumor mass which had irregularly invaded the entire abdominal 
wall. Microscopic examination of H & E-stained biopsy sections revealed the same histologic 
picture as seen five years previously. A second course of radiation after surgical removal 
of the recurrent tumor was administered. The patient returned to the hospital in July, 
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Fig. 1. Malignant fibroxanthoma containing neoplastic histiocytes with abundant cytoplasm 
(arrows). Hematoxy]in and eosin. × 175 

Fig. 2. Note cellular pleomorphism, large neoplastic histiocyte (large urrow) and atypicul 
mitosis (small arrow, inset). Hem~toxylin and eosin. X 175. Inset: ×440 
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Fig. 3 A ~ C .  Atypieal mitosis (A, upper left corner), prominent nueleoli (A, smM1 arrow) 
and considerable nuclear atypia (A, center, and C) are evident. Touton giant cells are 
depicted in B and vacuolization is obvious (C, large arrow). Hematoxylin and eosin. A and C: 

× 440. B: × 700 

1951, with radionecrosis of the abdominal wall in association with a fecal fistula of the 
transverse eolon. SeverM biopsies eonfirmed the absenee of any residual tumor. In February, 
1953, portions of the colon and of the small intestine were reseeted for elosure of the 
feeal fistula and for removal of intestinal adhesions. A plastie reconstruction of the abdominal 
wall was performed. On her fifth and last admission, February 10, 1970, the patient was 
eaeheetie and dehydrated. Several hernias were evident in the abdominal wall. The tentative 
diagnosis was partial obstruetion of the small intestine secondary to adhesions. However, 
a gastrointestinal series did not reveal the suspected obstruetion. The patient is eurrently being 
treated by symptomatieal measures beeause surgery does not seem to be indieated. 

Microscopic Findings 
The tumor displays a high degree of cellular pleomorphism. Eren  casual inspection at low 

power has convinced severM experienced pathologists that  they were dealing with a malig- 
nant mesenchymM tumor. Divergent opinions, however, were offered as to the precise classi- 
fication. The most frequent diagnoses were liposarcoma and rhabdomyosarcoma. This is 
probab]y due to the bizarre, hyperchromatie, large and giant histiocytic cells having 
abundant irregular deeply acidophilic cytoplasm varying from homogeneous to vacuolated 
appearance. Such cells m a y  resemble neoplastic lipoblasts or cells seen in pleomorphic 
rhabdomyosarcoma. The lesions contain multinucleated giant cells, predominantly of the 
Touton type with peripherally arranged nuclei. Prominent acidophilic nucleoli are common. 
The number of mitoses is variable from several to occasional per high power field. Nuclear 
atypia is striking. 

Discussion 

E s p e c i a l l y  d u r i n g  t h e  p a s t  d e c a d e  t he se  lesions h a v e  puzz l ed  surgicM p a t h o l o -  

gists.  A n u m b e r  of a u t h o r s  has  t r i ed  to  c la r i fy  t h e  p r o b l e m s  of d i f f e ren t i a l  
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diagnosis and nomenclature (see Kempson and McGavran, 1964; O'Brien and 
Stout, 1964; Stout and Lattes, 1967; Enzinger, Lattes and Torloni, 1969). A 
detailed review of the problems concerned with a uniform elassffieation of histio- 
cytic tumors is beyond the seope oB this article. The reader is referred to the 
discussions by Stout and Lattes (1967) and to the reeent elassifieation as adopted 
by the World Health Organization (Enzinger• Lattes and Torloni, 1969). 

I t  is now well known that  a group of eutaneous lesions histologieally simflar 
to the malignant fibroxanthoma does not behave in a malignant fashion in spite 
oB very atypieal malignant appearing histologieal features. These lesions are called 
atypieal fibroxanthomas (see Kempson and McGavran, 1964; Kroe and Piteoek, 
1969). Diffieu]ties arise in connection with distinction of these atypieal fibroxan- 
thomas from malignant fibroxantbomas. Even experts in the Iield of soft tissue 
tumors admit the lack of reliable histopathologic criteria for distinetion oB the 
two ]esions (Enzinger, 1970) which is of paramount importance for proper thera- 
peutic measures. 

Aeeording to Kempson and McGavran (1964) and Kroe and Piteock (1969) 
Helwig is rightly credited with the introduction of the entity of atypical 
fibroxanthoma into the pathologieal literature. The latter designation has also 
been adopted by the World Health Organization (see Enzinger, Lattes and Tor- 
loni, 1969) and is now probab]y in general usage. Gordon (1964) ealled these 
tumors pseudosareomatous retieulohistioeytomas and already gare a good aeeount 
of the diserepaney between the malignant histologic charaeteristies and the benign 
biologic behavior of these lesions, which, according to the view held by the 
WHO, may not eren be a neoplasm. A similar experienee was reeorded by 
Kempson and MeGavran (1964) and by Kroe and Piteoek (1969). Careful 
evaluation of the clinieopathologie features of these atypical fibroxanthomas 
Burnishes eriteria which justify the separation of a malignant fibroxanthoma 
from the above entity. The histologieal appearanee of both lesions may be very 
similar or almost identieal. However, all lesions reported by the foregoing authors 
were loeated in the dermis in the older age group. They are eharacteristically 
found in the exposed areas of the skin, such as head, neek and upper extremity. 
In the above cases there is not a single exeeption to this rule. The lesions are 
generally smal], mostly less than 3 cm in diameter (Enzinger, Lattes and Tor- 
loni, 1969). Kempson and MeGavran (1964) admit that  there are lesions histo- 
logica]ly similar to the atypieal fibroxanthoma whieh oecur in the soßt tissues in 
younger persons, rend to recur ioeally and behave in a locally aggressive manner. 
They eonsider them malignant fibroxanthomas whieh have also been reported 
by O'Brien and Stout (1964). Because patho]ogists are slow in reeognizing this 
enti ty its real ineidence eannot be estimated. An unknown number of cases is 
almost eertainly misinterpreted because areas of this tumor may resemble rhab- 
domyosarcoma, liposareoma or fibrosareoma. According to Enzinger (1970) Kemp- 
son has reeently confirmed the diffieulty of predicting the elinical course from 
the histologic presentation of these lesions. Euzinger admits that  ma]ignant 
fibrous xanthomas are not as aggressive as the histologie picture would suggest 
iß one applies the usual criteria of malignaney. 

The justifieations of plaeing our ease in the malignant eategory despite the 
absence of metastasis are the unusual loeation in the deeper parts of the ab- 
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domina l  wall,  the  size of the  p r i m a r y  and  pa r t i cu l a r ly  of the  recur ren t  t u m o r  and  
the  loeal ly aggressive behavior .  These fea tures  set the  case a p a r t  f rom the  a typ i -  
cM f ib roxan thoma .  The clinical  eourse under]ines the  re la t ive ly  benign behavior  
of a t  least  some of these lesions. K o b a k  and  Per low (1949) a l r eady  adhered  to 
the  concept  t h a t  there  m a y  be g radua l  histologie t rans i t ions  be tween xan thoma-  
tous  g ian t  eell tumors  and  less well d i f fe ren t ia ted  var ian ts ,  the  most  ma l ignan t  
resembl ing  f ibrosareoma.  This eoncept  m a y  be vMid for h is t iocyt ic  tumors  in gen- 
eral. The faet  t h a t  some of these  tumors  fall  to metas tas ize  does no t  d isprove 
thei r  ma l ignan t  potent iMit ies .  I t  is hoped  t h a t  addi t ionM studies  of larger  seriös 
whieh are  eur ren t ly  in  progress  a t  several  ins t i tu t ions  (Enzinger,  1970) will shed 
fur ther  l ight  on these neoplasms and  provide  be t t e t  guidel ines for the rapy .  
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