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Extraosseous Osteosarcoma-Two Cases D. Milogevi6 Clinic for Orthopaedic Surgery and Traumatology, The Medical School of Belgrade, Yugoslavia



Summary. Two patients with extraosseous osteosarcoma of the gluteal region are presented. In one early case liquifaction of the tumour delayed the diagnosis due to confusion with a cold abscess. In the second patient the tumour developed in a region that had been subjected to post-operative radiotherapy for a uterine carcinoma seven years earlier. In both patients the tumour developed rapidly and with a fatal outcome only a few months after apparently satisfactory local excision.



4. T h e t u m o u r is e x t r e m e l y m a l i g n a n t , less t h a n 15 % of p a t i e n t s surviving five years after diagnosis a n d treatment; 5. R a d i c a l surgery either by block dissection or a m p u t a t i o n of the i n v o l v e d limb a p p e a r s to b e the only effective t r e a t m e n t ; 6. R a d i o t h e r a p y , c h e m o t h e r a p y a n d i m m u n o t h e r a p y have n o t p r o v e d as helpful as radical surgery [1, 5].



Case Histories R6sum6. Prdsentation de deux malades porteurs d' un ostdosarcome extraosseux dans la Mgion fessiOre. Le premier cas est remarquable du fait de la liqudfaction prdcoce de la tumeur, ce qui a posd des problOmes de diagnostic diffdrentiel. Dans le second cas, la tumeur s'est ddveloppde au niveau d'une rdgion concernde, sept anndes auparavant, par un traitement radiothdrapique pour un carcinome utdrin. L'(volution a gtg rapidement fatale, malgrd une opdrabilitd apparente de la tumeur chez la seconde patiente.



Case 1, HospitalNo. 3004 Ttiis 56-year-old woman noticed a small slowly growing mass below the iliac crest six months before admission to our clinic. She was originally seen at another hospital where the soft tissue swelling was thought to be a cold abscess and she was treated with bed rest and anti-tuberculous chemotherapy. A needle puncture was attempted unsuccessfully and six months after the onset of her illness, due to a rapid deterioration in her condition, she was admitted to our clinic. On admission she was in very poor general condition. In the right gluteal region a large tumour the size of a child's head



Key words: Extraosseousosteosarcoma



E x t r a o s s e o u s o s t e o s a r c o m a occurs as a result of malign a n t change in soft tissue that has u n d e r g o n e m e t a plasia. T h e t u m o u r is e x t r e m e l y rare a n d was only established as a s e p a r a t e entity as late as 1956 by F i n e a n d Stout. T o date, the total n u m b e r of r e p o r t e d cases is just over o n e h u n d r e d . T h e f e a t u r e s of the t u m o u r a p p e a r to be as follows: 1. It a p p e a r s in older patients, with an average age of a b o u t 45 years; 2. T h e most c o m m o n sites are the thigh a n d gluteal region; 3. T h e r e is a high i n c i d e n c e of local r e c u r r e n c e , which is r e c o r d e d in 9 0 % of cases;



Fig. 1. Case1. Radiological appearance of the iliac region
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44 was covered by thin, reddened skin. The t u m o u r was fixed to the deep tissues, h a d a rubbery consistency but also a zone of fluctuation. T h e swelling was very tender. X-rays showed a superimposed osseous shadow on the external surface of the iliac bone. The t u m o u r was aspirated and 50 ml of reddish-yellow fluid obtained which was bacteriologically sterile. Cytology showed groups of polymorphonuclear leucocytes but no malignant cells. The sedimentation rate ,was raised, 135/1,40, and there was a severe anaemia. In January, 1976, the entire t u m o u r was excised. During the operation the t u m o u r mass was found to have infiltrated the soft tissues as far as the bone but the bone itself was not involved. Macroscopically it was considered that all t u m o u r tissue h a d been excised. The histological specimens showed cellular polymorphism with a large a m o u n t of osteoid stroma and osseous tissue in some areas. Some multinuclear giant cells were also present. A diagnosis of extraosseous osteosarcoma was m a d e by Professor lgvaneski of the Belgrade Medical School. Initial post-operative recovery was satisfactory. However, ten days 'after surgery s o m e breakdown of the wound was noted and signs of ulceration due to local recurrence of the tumour. T h e patient was allowed h o m e after one m o n t h at the family's request and she died one m o n t h later.



D. Milogevir: Extraosseous O s t e o a r c o m a - Two Cases



Case 2, Hospital No. 3677 A 51-year-old female was treated from April to December, 1976. In 1969, seven years before admission to our clinic, she underwent surgery and post-operative radiotherapy treatment for cancer of the uterus. She r e m a i n e d well until December, 1975, when she developed pain in the posterior part of the right thigh and at the same time could palpate a mass in the gluteal region. T h e mass increased in size and the pain became more severe so that she was admitted to our clinic i n April, 1976, with a t u m o u r the size of a small child's head in the right gluteal region. T h e overlying skin showed changes typical of post-radiation erythema but the underlying turnout mass was not fixed to the skin although it was partially fixed to the surrounding deep tissues. The swelling was tender, had a rubbery consistency and m o v e m e n t of the adjacent hip joint was slightly limited with pain. X-rays showed the presence of a clearly-defined parosteal shadow of variable density. Apart from a slightly raised E.S.R. laboratory investigations were normal. In April, 1976, the entire t u m o u r was excised surgically.



Histological Findings The t u m o u r was partially cartilaginous but predominantly osteoid tissue with evidence of some bone trabeculae. T h e r e was marked



Fig. 2. Case 1. Histological appearance of tumour, note the osseous tissue present in some areas



Fig.



3 a - c . Case 2. X-ray appearmaces: a O n the left at presentation and before the first operation; b O n e m o n t h after the first operation; e Recurrence five m o n t h s after the first operation
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D. Milogevi6: Extraosseous Osteoarcoma -Two Cases



Fig. 4. Case 2. Histological appearance showing some bone trabeculae



cell polymorphism and stroma formation some of which had connective tissue spindle cells givingan appearance of fibrosarcoma to the tumour. The histology was again reported by Professor Igvaneski. Post-operative chemotherapy with Oncovin, Adriablastin, Endoxan and radiotherapy with 4,000 rads divided over twenty treatments was given. On May 13th the patient was discharged home apparently in excellent local and general condition and without any abnormal X-ray changes at the operated site. Three months later, however, there was a local recurrence of the tumour, the alkaline phosphatase level was raised (7.75 Bodansky units) and the E.S.R. was 28/60. Further surgical exploration was undertaken but local removal of the tumour was not possible. The patient refused a hind-quarter amputation so a further course of chemotherapy was administered. Her condition continued to deteriorate gradually and she died in March, 1977.



Discussion T h e two n e w cases p r e s e n t e d in this p a p e r accord with the p r e v i o u s l y described features of extraosseous o s t e o s a r c o m a a n d emphasise certain points. Firstly, the relatively r a p i d e v o l u t i o n of the disease with a survival p e r i o d of less t h a n twelve m o n t h s a n d e i g h t e e n m o n t h s respectively. Secondly, the early necrosis a n d liquifaction of the t u m o u r r e c o r d e d in the first p a t i e n t is of i n t e r e s t since an incorrect diagnosis of cold abscess was m a d e as a c o n s e q u e n c e , thus delaying early radical surgery. T h e second p a t i e n t d e m o n s t r a t e d an i n t e r e s t i n g p a t h o g e n e s i s of the t u m o u r since her extraosseous o s t e o s a r c o m a d e v e l o p e d in an area that h a d previously b e e n exposed to r a d i o t h e r a p y seven years earlier. T h e t u m o u r fitted the criteria for r a d i a t i o n i n d u c e d m a l i g n a n t c h a n g e established by C a h a n in



1948 [2], n a m e l y , the s a r c o m a d e v e l o p e d in tissue that was p r e v i o u s l y n o n - m a l i g n a n t a n d a p p e a r e d in the earlier i r r a d i a t e d z o n e after a relatively long latent period. T h e early local r e c u r r e n c e of the t u m o u r within t h r e e m o n t h s suggests that a p r i m a r y h i n d - q u a r t e r a m p u t a t i o n w o u l d have b e e n a m o r e satisfactory surgical p r o c e d u r e despite the a p p a r e n t possibility of c o m p l e t e local excision. W h e t h e r it w o u l d have altered the survival period to a significant extent, however, r e m a i n s speculative [3, 5]. T h e history of the illness in our p a t i e n t s p r e v e n t e d the difficulty that has b e e n m e n t i o n e d by o t h e r authors regarding the differential diagnosis b e t w e e n extraosseous o s t e o s a r c o m a a n d p e r i o s t e a l s a r c o m a a n d myositis ossificans [4, 5]. Since the r e c o g n i t i o n of extraosseous osteosarc o m a as a distinct entity in b o n e p a t h o l o g y is relatively r e c e n t we felt that the two cases described might be a helpful c o n t r i b u t i o n to the existing k n o w l e d g e of the disease.
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