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‣ Dona de 52 anys  

‣ No hàbits tòxics 

‣ No al·lèrgies medicamentoses conegudes 

‣ Depressió 

‣ Adenocarcinoma de còlon ( IQ Març 2012). pT4pN0. Folfox adjuvant. 
Pendent colectomia per poliposi colònica 

‣ Intervenció rizartrosi dreta fa 4 anys

Antecedents







Exploració

‣ Tumefacció elàstica 

‣ No limitació articular 

‣ No dolor contraresitència



Exploracions

‣  Analítica: vsg, pcr, hemograma i bioquímica dins la normalitat. 



Exploracions

‣ Analítica: vsg, pcr, hemograma i bioquímica dins la normalitat. 

‣ Rx: sense alteracions. 





Exploracions

‣ Analítica: vsg, pcr, hemograma i bioquímica dins la normalitat 

‣ Rx: sense alteracions 

‣ Ecografia: lesió hipoecogènica de 30-60 mm que pot correspondre a un 

tumor de cèl·lules gegants









Exploracions

‣ RM: edema dels músculs extensor llarg i curt del polze, extensor de l’índex i 

parcialments dels extensors dels dits i dit petit, així com del flexor profund 

dels dits, que presenta captació de contrast compatible amb miositis. 

Abundant líquid de la beina dels extensors radials del carp suggestiu de 

tenosinovitis































Exploracions

‣ Fulla intervenció: teixit blanquinós friable que envolta la musculatura però que 

no infiltra



Fragments de fàscia infiltrats per un sarcoma d’alt grau compatible amb: 

Rabdomiosarcoma alveolar

Anatomia 
patològica



Exploracions

‣ TAC tx-abd: sense alteracions. 

‣ PET: extensa lesió parts toves avantbraç, amb afectació dels compartiments 

anteriors, posteriors i lateral. El límit cranial de la lesió es troba a nivell del 

colze i a nivell distal no afecta l’articulació radio-carpiana. Cortical òssia 

mínimament afectada en el 1/3 mig. Adenopatia braquial dreta. Focus 

hipermetabòlic pulmonar a l’àpex dret que pot correspondre a M1.



Tractament

‣ Quimioteràpia. 

‣ Radioteràpia. 

‣ Ressecció lesions residuals.



Neo pulmó

Neo gàstrica

Neo gàstrica

26 a neo ? Neo còlon 
Rabdomiosarcoma

21 a  Timoma



Síndrome 
Li Fraumeni

‣ Mutacions en el P53  

‣ Sarcomes, ostesarcomes, mama, leucèmia, SNC i adrenocorticals en < 45 a 

‣ Els que tenen mutació: incidència sarcomes: 12-21x’



Rabdomiosarcoma

‣ Tumor maligne que s’origina a cèl·lules mesenquimals.



50% 50%

Nens i adolescents

99%

1%

Adults

97%

3%

Rabdomiosarcoma

96%

4%



Pleomòrfic No Pleomòrfic

Rabdomiosarcoma

Embrionari 80 % Alveolar 20 %

Anaplàsic



of a high grade, pleomorphic sarcoma showing rhab-
domyoblastic differentiation.15 Rhabdomyoblastic dif-
ferentiation was defined either by the presence of scat-
tered or clusters of rhabdomyoblasts in a predominantly
spindle-shaped and pleomorphic sarcoma or as sheets
of polygonal rhabdomyoblast-like cells (without obvious
cross striations) that were diffusely and strongly immu-
noreactive for desmin. In the latter group of patients
with pleomorphic RMS, overlapping histologic features
with pleomorphic MFH were noted, and the distinction
was made based on a strong and diffuse immunoreac-
tivity for desmin (Fig. 1C,D) and, in some patients, based
on weak and focal nuclear positivity for myogenin. Elec-
tron microscopy was performed as needed and revealed
early rhabdomyoblasts with myosin/ribosome com-
plexes, supporting the diagnosis of RMS over MFH. All
84 tumors met the pathologic criteria for classification as
high grade sarcomas.

Statistical Analysis
Disease specific survival, local recurrence free sur-
vival, and metastasis free survival were used as the end
points of the study. The rates of these end points were
modeled using the method of Kaplan and Meier.16

Disease specific survival was calculated from the day
of first admission to MSKCC. Deaths that were con-
firmed to be caused by disease were treated as an end
point for disease specific survival, whereas other
deaths were treated as censored observations. Local
recurrence free survival was calculated from the date

that the patient became disease free until the date that
a local recurrence was diagnosed, if it was not pro-
ceeded by a metastasis or synchronous disease. Oth-
erwise, that patient is censored. Metastasis free sur-
vival was calculated from the time the patient became
disease free until the date that a distant metastasis was
documented. Most patients became disease free at the
time of initial surgery. In 10 patients with advanced
disease who achieved a documented complete re-
sponse to chemotherapy, the disease free date was
considered to be the date when the medical record
documented no evidence of disease. A patient was
considered to be disease free only if the duration of
freedom from disease was greater than 3 months. A
disease recurrence before 3 months, according to our
definition, was considered to be progression of disease
and, thus, was not included in the analysis. Clinical,
patient, and pathologic factors were correlated with
one another by using the Fisher exact test or the
chi-square test and were correlated with time-to-event
end points using the log-rank test. The influence of
independent prognostic value was examined using the
Cox proportional hazards model, adjusting for other
factors.17 The results of the Cox model analysis are
reported with relative risks and 95% confidence inter-
vals. In all statistical analyses, a P value ! 0.05 was
considered significant.

RESULTS
Patient Demographics
During the period under study, 3968 adult patients
(age " 16 years) were admitted and treated for soft
tissue sarcoma at MSKCC. The final study group was
comprised of 84 patients (#2%) for whom a pathologic
confirmation of the diagnosis and clinical data were
both available. The distribution of clinical and patho-
logic characteristics of these patients is listed in Table
1. Male patients (n $ 43; 51%) and female patients (n
$ 41; 49%) were represented equally. The mean pa-
tient age at diagnosis was 31 years (median, 23 years;
range, 16 –76 years). The primary tumor site had a
wide anatomic distribution, with the majority of tu-
mors (n $ 31 tumors; 37%) classified as visceral. Of the
visceral tumors, 18 involved the genitourinary system,
with testis (n $ 7 tumors) and prostate (n $ 6 tumors)
the most common subsites. Tumors of the head and
neck (n $ 20 tumors; 24%) and extremity (n $ 19
tumors; 22%) were slightly more common then those
of the trunk (n $ 14 tumors; 17%). Sixty-six patients
(80%) presented to MSKCC with primary disease, and
17 patients (20%) presented with recurrent disease. Of
those who presented with primary disease, 34 of 66
patients (52%) had locally confined disease. In the
patients who presented with recurrent disease, only 6

FIGURE 1. Histologic appearance of adult rhabdomyosarcoma. (A) Embryonal
rhabdomyosarcoma showing alternating cellular and myxoid areas, which are
characteristic of this tumor. (B) Alveolar rhabdomyosarcoma with loosely
textured aggregates of tumor cells separated by irregularly shaped, fibrous
trabeculae. (C) Pleomorphic rhabdomyosarcoma with characteristic loosely
arranged, haphazardly oriented, large, round or pleomorphic cells and hyper-
chromatic nuclei. (D) Identical pleomorphic tumor that stained positively for
desmin by immunohistochemistry.
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Rabdomiosarcoma

40 % Cap i coll

20 % Genito-urinari

20 % Extremitats

20 % Tronc

• Orofaringe 
• Cavitat oral 
• Òrbita

• Pròstata 
• Úter 
• Paratesticular 
• Bufeta

• Tórax 
• Abdomen 
• Retroperitoneal



Rabdomiosarcoma

30-44 % als 5 anys
Cancer , Volume 95, Issue 2, pages 377-388. 

http://onlinelibrary.wiley.com/doi/10.1002/cncr.v95:2/issuetoc


‣ 180 casos —> 48 extremitats (36 extremitats inferiors) 

‣ 48 casos alveolar 

‣ Supervivència als 5a   30 %

Rabdomiosarcoma

Rhabdomiosarcoma in Adults. A retrospective analysys of 171 patints treated at single institution. Ferrai A, Palma D, Casanova M. Cancer vol 98 n3



• 39 pacients 

• 26 a. ( 75 % < 20 a) 

• 13 cap i coll: 6 òrbita, paranassals, front, cavitat oral i orofaringe. 

• 7 tronc: 2 tórax, abd, 2 retroperitoneals,  3 perine. 

• 7 genito-urinari: 3 pròstata, 2 paratesticular, 1 uterí. i 1 bufeta 

• 12 extremitats: 2 espatla. 10 extremitat. 

• 46 % afectació nodal 

• 22 pacients alveolar 7-10 embrionari/pleomòrfic.

Rabdomiosarcoma



Rabdomiosarcoma

‣ Alveolar Rhabdomyosarcoma causing acuete compartment syndrome of 
the forearm: A case Report and Review of the Literature. III F, Liu J, 
Genrich G, Lattanza LL. J Hand and Microsurgery 2013. 

‣ Alveolar rhabdomyosarcoma: a case presentation. Swift D, Hershman M, 
Wood C. Br J Clin Pract 1992.


