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Soft-Tissue Sarcomas in Adults

OFT-TISSUE SARCOMAS ARE UNCOMMON TUMORS THAT HAVE TRADITION-

ally been managed by wide excisional surgery and radiotherapy; the use of che-

motherapy has been reserved for advanced disease. Advances in multidisciplinary
care have improved the evaluation and care of patients with this disease. Limb-conserv-
ing surgical paradigms, superior radiotherapy delivery, and novel adjuvant agents for
specific tumors are now available. This overview is intended as a review of current under-
standing and treatment of soft-tissue sarcoma, with an emphasis on recent advances.

Although soft-tissue sarcomas can arise anywhere in the body (Table 1), the major-
ity occur in the limb or limb girdle or within the abdomen (retroperitoneal or visceral
and intraperitoneal). Benign soft-tissue tumors, especially lipomas, are 100 times as
comman, Soft tissue in this context is defined as nonepithelial extraskeletal tissue, in-
cluding muscle, fat, and fibrous supporting structures, arising mainly from embryonic
mesoderm, with some neuroectodermal contribution.

Accurate pretreatment evaluation is critical for treating soft-tissue sarcomas. Sur-
gery for localized disease is often curatve, alone or in combination with radiotherapy
and chemotherapy in selected patients. Function-preserving limb conservation is the
goal of treatment for soft-tissue sarcomas of the limbs. Intraabdominal tumors pose
treatment challenges because of the proximity of adjacent vital organs. Half of patients
with soft-tissue sarcomas will die from this disease, a statistic that has changed little in
recent decades.’

Soft-tissue sarcomas are best treated in multidisciplinary centers that specialize in
treating this disease,*™ have experience with functional limb preservation, and have low
rates of local recurrence and good rates of overall survival.? The management of this tu-
mor at other types of centers may lead to inappropriate tests,? positive margins after
surgical resection, and a reduced likelihood of radiotherapy.® Patients with soft-tissue
sarcomas are reportedly willing to travel greater distances in order to receive care in a
specialty center.* Specialists who preserve the function of a given site can work cooper-
atively with oncologists to enhance the likelihood of a good outcome.

DEMOGRAPHIC AND ETIOLOGIC CHARACTERISTICS

Soft-tissue sarcomas account for only about 1 percent of all cancers.” Approximately
8700 new cases of soft-tissue sarcoma are diagnosed each vear in the United States” and
about 1500 in the United Kingdom. The relative frequency and response of each sub-
type vary according to age. For example, soft-tissue sarcomas in children, particularly
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The overall incidence of soft-tissue sarcoma has been increasing,” perhaps as a result
of the increase in Kaposi's sarcoma, which is often associated with the acquired im-

.10

munodeficiency syndrome (AIDS),”'” as well as improved recognition and diagnosis.
Most soft-tissue sarcomas are sporadic; few have an identifiable cause. There is an
association between certain viral infections (notably Epstein-Barr virus in those with

AIDS) and leiomyosarcoma.'! Sarcoma may develop 3 to 15 years after therapeutic ir-
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Arch Pathol Lab Med.
Outside Case Review of Surgical Pathology for Referred Patients: The
Impact on Patient Care.

Swapp RE, Aubry MC, Salomao DR, Cheville JC

Our review of 71 811 cases initially examined between 2005 and 2010
identified 457 . The most frequent areas
of disagreement were gastrointestinal (80 cases; 17.5%), lymph node
(73; 16.0%), bone/soft tissue (47; 10.3%), and genitourinary (43;
9.4%). Treatment was affected by a changed diagnosis in 126 cases
(90.0%), and prognosis was affected in 129 cases (92.1%). For 86
(51.8%) of the 166 cases, additional tissue was obtained

Our findings demonstrate the value of outside case review of
pathology materials for referred patients, and suggest that it
decreases the likelihood of diagnostic errors and provides better
protection for patients.
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Diagnostic Category No. (%) of Cases

* Benign mesenchymal tumors 206 (41.2)
* Sarcomas 186 (37.2)
* Reactive lesions 74 (14.8)

* Nonmesenchymal lesions 34 (6.8)

* All cases 500 (100.0)

Arbiser ZK, Folpe AL, Weiss SW. Consultative (expert) second opinions in soft tissue

pathology. Analysis of problem-prone diagnostic situations.
Am J Clin Pathol. 2001 Oct;116(4):473-6
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Category® Second Opinion Submitting Diagnosis No. (%) of Cases

| Benign mesenchymal lesion Sarcoma 29 (45)
2 Sarcoma Benign mesenchymal lesion 15 (23)
R Nonmesenchymal tumor Mesenchymal tumor 13 (20)
4 Grading discrepancy Grading discrepancy 8 (12)

Total 65 (100)

1 fascite (craniale, intravascolare, proliferativa, ischemica)

pseudotumori producenti osso (miosite ossificante, panniculite ossificante, periostite
reattiva)

2 sarcoma sinoviale, sarcoma fibromixoide di basso grado

3 leucemie-linfomi, melanomi, carcinomi

Arbiser ZK, Folpe AL, Weiss SW. Consultative (expert) second opinions in soft tissue
pathology.
Analysis of problem-prone diagnostic situations. Am J Clin Pathol 2001;116(4):473-6

Troxel DB. Trends in Pathology Malpractice Claims. Am J Surg Pathol 2012;36:e1—-e5
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Sarcoma: concordance between initial diagnosis and centralized expert
review in a population-based study within three European regions

|. Ray-Cogquard, 12" M. C_ Montesco,? J. M. Coindre.** A_P. Dei Tos.® A_ Lurkin, 12 D_ Ranchére-Vince 2 A Vecchiato, ?

A V. Decouvelaere 2 §_Mathoulin-Pélissier 37 §_Albert 7 P Cousin,2 D. Cellier.® L Toffolatti 8 C. R, Rossi *9 and J.
. Blay® 10 for the Conticanet group

Methods

Histological data of patients diagnosed with sarcoma i Rhone-Alpes (France). Veneto (Italv) and Aquitaine
(France) over a 2-vear period were collected. Initial diagnoses were systematically compared with SO from
regional and national experts.

Results

Of 2016 selected patients. 1463 (73%) matched the mclusion criteria and were analyvzed. Full concordance
between primary diagnosis and SO (the first pathologist and the expert reached 1dentical conclusions) was
observed mn 824 (536%) cases. partial concordance (1dentical diagnosis of connective tumor but different grade
' ' 5 S0 - =t 3 = (o ' 1iffar=
histological tvpe or mnvalidation of the diagnosis of sarcoma) m 121 (8%) cases. The major discrepancies
were related to histological grade (n =274, 43%). histological type (n = 144, 24%). subtype (n = 18, 3%) and

grade plus subtype or grade plus histological type (= 178, 29%).

Conclusion

More than 40% of first histological diagnoses were modified at second reading. possibly resulting in different
treatiment decisions.
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Qualita Forza della

dell’evidenza Raccomandazione clinica raccomandazione
clinica

Maszse profonde di  qualsiasi dimensiomi © masse
superficiali >5 cm devono essere considerate sospette per
sarcoma e trattate come tali o inwviate a1 Centr1 di Alta
Specializzazione.

Una lesione climcamente sospetta der tessutt molli deve
essere studiata mediante 'esecuzione di ecografia o di Positiva forte
appropriata tecnica per immagini.

Positiva forte

[ pazienti con lesione potenzialmente maligna devono
essere softoposti a EM o TAC dell’area anatomica Paositiva forte
interessata dalla massa.

[ pazienti portatori di lesione sospetta delle parti moll
devono essere sottoposti a biopsia diagnostica con ago
tranciante, se necessario sotto controllo ecografico o TAC
o con biopsia chirurgica incisionale.

La tecnica bioptica (con ago sotto controllo ecogratico o
TAC o chirurgica incisionale) deve tener conto det
principt di chirurgia  oncologica e deve essere Positiva forte
preferibilmente eseguita presso 1l Centro presso il quale
verra eseguito 'intervento chirurgico.

Linee ﬂl.lidﬂ Opinione espressa dal panel LG ATOM e LG ESMO (20)

Paositiva forte

SARCOMI DEI TESSUTI MOLLI E GIST Qualita Raccomandazione clinica mﬂ’.ﬁﬁm
dell’evidenza SIGN clinica

Per essere considerata adeguata, la resezione der STM
degli arti deve essere effettuata con margimi ampi. Puo
essere considerata accettabile anche una resezione
focalmente marginale. purché seguita da Radioterapia,
qualora ['unica alternativa sia un intervento demolitivo o
Ediziong 2015 un danno funzionale grave (11).

ita Forza della
Raccomandarione climica raccomandazione

clinica
L’esame istologico di un STM dovrebbe essere riferito
0 almeno verificato in Servizi di Anatomia Patologica

‘ . dotati di sufficiente esperienza, o0 € raccomandabile
‘ ‘ una seconda opinione patologica.

Positiva forte

VII livello di raccomandazione e' debole per la scarsita’ di Positiva debole
studi dedicati. Tale consuetudine sta acquisendo sempre
maggiore importanza per la complessita della diagnosi
istologica e per le indagimi di biologia molecolare che
sono essenziali per una corretta condotta terapeutica
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Table 3-2 -- Spindle Cell Tumors Occurring at Specific Anatomic Sites
Tumaor Type Location

Pseudosarcomatous myofibroblastic proliferation|/Urinary tract

Fibroma of tendon sheath Hand and foot

Muchal fibroma Back of neck

Elastofibroma acapular area

Solitary circumscribed neuroma Face

spindle cell lipoma Upper back, shoulder, neck
superficial fibromatoses Falmar, plantar, and penile areas
Gastrointestinal stromal tumor Intra-abdominal

Dedifferentiated liposarcoma Retroperitoneum, paratesticular
spindle cell angiosarcoma Head and neck (especially face and scalp)

apindle cell rhabdomyosarcoma Paratesticular, head and neck
Intranodal palisaded myofibroblastoma Inguinal lymph nodes










Fascicolato Fusate
Storiforme Epitelioidi
Lobulato Pleomorfe
Plessiforme Rotonde
A palizzata Bifasiche
Mixoide

W

DIAGNOSI

« Adipociti « Stroma
* Cellule giganti * Vasi
* Osso/cartilagine  |Inflammazione




Myxoid

Intramuscular/cellular myxoma
Dermal nerve sheath myxoma
superficial acral fibromyxoma
superficial angiomyxoma
Deep angiomyxoma

Ossifying fibromyxoid tumaor
Myoepithelioma/myoepithelial carcinoma
Myxofibrosarcoma

Fleomorphic liposarcoma

Myxoid liposarcoma

Extraskeletal myxoid chondrosarcoma
Low-grade fibromyxoid sarcoma
Myxoinflammatory fibroblastic sarcoma
Meurofibroma

>oft tissue or reticular perineurioma
Malignant peripheral nerve sheath tumor
spindle cell lipoma




Frominent inflammatory cells

Calcifying fibrous tumor (lymphocytes)

Inflammatory myofibroblastic tumor (plasma cells, lymphocytes)
Leiomyosarcoma (lymphocytes, histiocytes; small subset)
Epstein-Barr virus—associated smooth muscle neoplasm
{(lymphocytes)

Myxoinflammatory fibroblastic sarcoma (neutrophils, lymphocytes)
Follicular dendritic cell sarcoma (lymphocytes)

Interdigitating dendritic cell sarcoma (lymphocytes)

Fibroblastic reticular cell sarcoma (lymphocytes)

Angiomatoid fibrous histiocytoma (lymphocytes, including germinal
centers)

(Gastrointestinal schwannoma (lymphocytes, including germinal
centers)

Inflammatory fibroid polyp (eosinophils)

| Fibroistiocitoma angiomatoide




Pattern-Based Approach to Diagnosis

Pattern

Spindle cell

Selected Diseases to Be Considered

Nodular fasciitis
Myofibroma/myopericytoma

Cellular benign fibrous histiocytoma
Dermatofibrosarcoma protuberans
Superficial or desmoid fibromatosis
Neurofibroma

Schwannoma

Leiomyoma

Leiomyosarcoma

Gastrointestinal stromal tumor
Solitary fibrous tumor

Spindle cell lipoma

Soft tissue perineurioma
Low-grade fibromyxoid sarcoma

Monophasic synovial sarcoma
Malignant peripheral nerve sheath tumor J spese cosdesmegiassc metanoms
Dedifferentiated liposarcoma e

Paraganghoma

Clear cell sarcoma

Ex¥acranial meningoma

Nodular Kaposi sarcoma RS-
Pseudomyogenic hemangioendothelioma arSghaing dendric ool

SICOMa )

Nonmesenc hymal SZ'.';I.L’]('_(.-(E—&-I.'L;}J\IHS




Epithelioid hemangioma

Epithelioid hemangioendothelioma
Epithelioid angiosarcoma

Glomus tumor

Granular cell tumor

Cellular neurothekeoma
Myoepithelioma/myoepithelial carcinoma
Epithelioid schwannoma

pithelioid Epithelioid malignant peripheral nerve sheath
tumor

Gastrointestinal stromal tumor

Perivascular epithelioid cell tumor (PEComa)
Epithelioid sarcoma

Malignant rhabdoid tumor

Alveolar soft part sarcoma

Clear cell sarcoma

Sclerosing epithelioid fibrosarcoma

N;’«lattt-\n-r)rr')tnlf tpitholiced Tamors [hat May Be Encountered in Soft |issue

PRI




'Immunohistochemistry oif§zleci;a"6pindle Cell Soft Tiss;e Tumors )(
Tumor [ CD34 ! CK SMA Desmin . Other Diagnostic Markers
Angiosarcoma + : - - - CD31, FLI-1, FVIIIRAg
Dermatofibrosarcoma + - - + (Bednar) -
Follicular dendritic cell sarcoma - - - + - CD21, CD23, CD35, fascin, D2-40
Gastrointestinal stromal tumor - . * . * CD117, DOG1, H-caldesmon
Inflammatory myofibroblastic tumor - 2 + - 2 ALK (50%)

W Kaposi sarcoma + - - - - CD31, HHV3 =
Leiomyosarcoma - * + - + H-caldesmon, SMM
Myofibrosarcoma - - + . + Calponin, H-caldesmon (-)
Malignant peripheral nerve sheath tumor : * - s + (Triton)
Solitary fibrous tumor * - - - - Bcl-2, CD99, CD56
Spindle cell carcinoma - * * - - EMA, CK5/6, CK34BE12
Synovial sarcoma - + - - - EMA TLE1, CD99, CD56

+ = Positive iIn some Cases

D——

Immunohistochemistry éfis._glectéi‘?leomorphic Soft Tissue Tumors

Lt e

Tumor CD34 ! SMA . Desmin | H-Caldesmon i Myogenin Cytokeratin

* Rarely positive; any CK positivity should raise suspicion of carcinoma, espacially in organ-based tumors




Table 6-1 -- Immunohistochemistry in Epithelioid Tumors of Soft Tissue
CKIEMA(5-100HMB-45/5SMADesMyog

Carcinoma + - | - -

Melanoma -

Mesothelioma

Chordoma

Myoepithelioma

Synovial sarcoma

Epithelioid sarcoma

Clear cell sarcoma

Alveolar soft part sarcoma

Extraskeletal myxoid chondrosarcoma

Rhabdomyosarcoma

Epithelioid hemangioendothelioma

Epithelioid angiosarcoma

Epithelioid malignant peripheral nerve sheath tumor

Desmoplastic small round cell tumor

Malignant rhabdoid tumor

+ H |+ +|++]++

CK., keratins; Des, desmin; EMA, epithelial membrane antigen; Myog, myogenin; SMA, smooth muscle actin.
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Gene promiscuity

(22ql2)

(Xpll.2)

ALK-translocation
t(2p23)

USPG
(17p13.1)

PHF1
(6p21)

Ewing sarcoma
clear cell sarcoma

angiomatoid fibrous histiocytoma
myxoid liposarcoma

extraskeletal myxoid chondrosarcoma
primary pulmonary myxoid sarcoma
myoepithelioma, soft tissue

hyalinizing clear cell ca salivary glands
skin hydradenoma
mucoepidermoid ca salivary glands

alveolar soft part sarcoma

Xpll-renal cell carcinoma
epithelial hemangioendothelioma
PEComaa

inflammatory myofibroblastic tumor
anaplastic large cell lymphoma

subgroup DLBCL
esophageal squamous cell carcinoma
non-small-cell lung cancer

medullary ca kidney

alveolar rhabdomyosarcoma
mesenchymal chondrosarcoma
spindle cell rhabdomyosarcoma
angiofibroma
acute/biphenotypic leukemia

aneuryamal bone cyst

nodular fasciitis

endometrial stromal sarcoma
ossifying fibromixoid tumor




MET

e {E 1q23 (PBX1) Other
SE 22q12 (PATZ1) 2431 (SP3)
DSRCT it | {RECA

CCSSP
ther 21921 (ERG) |

AFH
2434 (CREB1)
20q13 (NFATC2)  _ | / 2436 (FEV)

'~-.____‘_\\ | A0 (D 1y RMS
MET 19913 (ZNF44d)—— ™~ > =

:'_-‘_' 22q12 (EWSR1) :"— 4q31(SMARCA5)
17g21 (ETV4) —— = | R H

'| - 6p21 (POUSF1) Mucoepidermoid carc. sa
| Other
12913 (DDIT3)” 7 I

' T Tp22(ETV1)
MLS A / | \ ™ :

12913 (ATF1) |

,, | 922 (NR4A3)
CCSSP /

y | \ EMCS
AFH 12p12 (ZNF384) ' 11p13 (WT1)
ther

AL 11924 (FLI) DSRCT
/PNET Other

=N
. '

AFH: Angiomatoid fibrous histiocytoma

AL: Acute leukemia

CCSSP: Clear cell sarcoma of soft parts
DSRCT: Desmoplastic small round cell tumour
EMCS: Extraskeletal myxoid chondrosarcoma

EWSR1, partners, and tumours.

, , g S Jean Loup Huret 08/2010
MET: Myoepithelial tumour

MLS: Myxoid liposarcoma
RMS: Rhabdomyosarcoma

Other: small round cell, undifferentiated, polyphenotypic tumours

Med Oncol. 2013 Mar;30(1):412. doi: 10.1007/512032-012-0412-8. Epub 2013 Jan 18.

Molecular detection and targeting of EWSR1 fusion transcripts in soft tissue tumors.
Cantile M, Marra L, Franco R, Ascierto P, Liguori G, De Chiara A, Botti G.

Pathology Unit, National Cancer Institute "Fondazione G. Pascale”, Via Mariano Semmola, 80131 Naples, Italy.



Translocation promiscuity

ETV6-NTRK3
t(12;15)(p13:q26)

ASPL-TFE3
t(X;17)(p11:925)

EWSR1-ATF1
t(12;22)(gql3:q12)

EWSR1-CREB1
t(2:22)(q33-34:q12)

ALK-translocation

lymphoma

EWSR1-POU5SF1
t(6:22)(p21:q12)

infantile fibrosarcoma

congenital mesoblastic nephroma
acute myeloid leukemia

secretory breast carcinoma
secretory ca salivary glands

alveolar soft part sarcoma
Xpll-renal cell carcinoma

hyalinizing clear cell ca salivary glands
myoepithelial tumor (single case

clear cell sarcoma
angiomatoid fibrous histiocytoma
primary pulmonary myxoid sarcoma

inflammatory myofibroblastic tumor
anaplastic large cell

subgroup DLBECL
esophageal squamous cell carcinoma
non-small-cell lung cancer

medullary ca kidney

skin hydradenoma

mucoepidermoid ca salivary glands
myoepithelioma, soft tissue
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WHO Classification of Tumours of

Soft Tissue and Bone

Edited by Christopher DM, Fletcher,
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Julia A Bridge, Pancras C.W, Hogendoorn, Fredrik Mertens
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Tumori ASL Napoli 3 sud” il territorio di riferimento del Registro Tumori della Regione Campania
c/o UASL Napoli 3 Sud corrisponde all’intero territorio della stessa ASL, distretti 34, 48 - 59, Tabella 1 = Comuni {'upfrti dal Registro Tumori dell’ASL Nﬂpn]i 3 sud che rientrano in aree

mantenendo la copertura di due distretti, 46 e 47, attualmente afferenti alla ASL Napoli 2 nord. . . . . . . . . .
definite a rischio ambientale: 1-"Terra dei Fuochi"; 2- SIN Agro Aversano- Litorale Domitio

Flegreo (AALDF); 3- SIN Litorale Vesuviano (LV); 4- Bacino del Sarno (BS); 5- Area

A seguito di tale estensione, la nuova area di riferimento del Registro € composta da 59 Comuni
con una popolazione di 1.170.000 abitanti.

Termovalorizzatore. In rosso i Comuni inseriti in due o pit aree a rischio.

1-"TERRA dei 2 -SIN 3 -SIN BACINO 4 -SIN LV: 5 - AREA
FUOCHI" 35/90 AALDF: 1977 SARNO: 12/39 11/11 TERMOVALORIZ. 7/18
"\: 1 | ACERRA ACERRA CASOLA DINAPOLY | BOSCOTRECASE ACERRA
% 2 | BRUSCIAND BRUSCIANO GRAGNAND POMPEI BRUSCIANO
3 | CAMPOSAND CAMPOSAND LETTERE ERCOLAND CASALNUOND !7
4 | CARBONARA DI CARBONARA PALMA CAMPANIA SAN GIORGIO MARIGLIANELLA
NOLA CREMANO
5 | CASALNUOVD ! CASAMARCIANO PIMONTE TEREIGNG MARIGLIAND
6 | CASAMARCIANO CASTELLO DI POGGIOMARINO TORRE DEL GREC(Q | POMIGLIANO D'ARCO
CISTERNA
7 | CASTELLO D1 CICCIANO SANTA MARIA LA TRECASE CASTELLO di CISTERNA
CISTERNA CARITA’
8 | CERCOLA CIMITILE SANT'ANTONIO PORTICI
ABATE
9 | CICCIAND MARIGLIANELLA | STRIANO ! BOSCOREALE
1 | CIMITILE MARIGLIANG BOSCOREALE CASTELLAMMARE
DI STABIA
11 | COMIZIANG NOLA CASTELLAMMARE TORRE
DI STARIA ANNUNZIATA
12 | LIVERI POMIGLIANG A TORRE
gpenssit” ibar e ) I I T
§F Marigianella Faibano et Cosaacing FH ARCO ANNUNZIATA
FCA Pomigliano s Marialiano. San Vitalian Nola Visciano 13 | MARIGLIANELLA ROCCARAINOLA
Afragola sy 19 = - - - —
; & 14 | MARIGLIAND S.PAOLO BELSITO
3 Castello di San Paolo — =TT I
E3 Casal Pomigiano s Scisciano Bel Sito 15 | MASSA DI S.VITALIAND
asalnuovo Igian -
so1] Casoria diNapoli dArco e W SOMMA
i7bis e eE Ea l«;‘arjg‘no 4 16 | NOLA SAVIANO
e i L 17 | OTTAVIANO SCISCIANO
Mo Konten 5P T i - P 18 | POMIGLIANO ! TUFING
S Cutinell Daaisd Spartimento e &) D'ARCO
4 Domicella TS |
[hsd) De Siervo Cinquevie 19 | PALMA VISCIANO
o Volla Somma Palma Carbonara CAMPANIA
i SantAnastasia~VoUene Campania: SN 20 | POGGIOMARING
Pollena San Gennaro 21 ROCCARAINOLA
i Cercola Trocchia WAL 1 11 | 8 GIUSEPFPE
® Napoli T s Ottaviano 3 VESUVIANO
1 A s | ' Somma ';,% 23 | SAN GENNARO
ANy 345 "S . b b .?xr’iunclImernanonal VES.
an Giorgio an Giuseppe % diNapoli -
a Cremano Vesuviano 4 ‘\"*"_'\ _P:‘_UI'{}
e @ i EXa BELSITO
Vesuvio ' 25 | SAN VITALIANO
s 16 | SAVIANO
Portic L 27 | SCISCIANO
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Ercolano : ik .
T Principe sha I8 | SOMMA
] Poggiomarino ‘-E 51 '\- I_t_\q.i !
B A — -
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B Torio Al TERFICNDY
Ea 31 | TUFING
San Marzano 31 VISCIANO
Trecase Boscoreale Sul Samo 33 | VOLLA
o 3 | BOSCOREALE
Ezm Scafati 35 | ERCOLANO

Torre
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. La situazione attuale

B R1dicCaserta A oggi in Campania sono attivi tre Registri tumori:

. R1 di Benevento

7] AT di Avellino ASL attivo dal 1996, dati 1996-2009 accreditato

_ . Napeli  copre 59 comuni AIRTUM
B T disalemo . 3Sud  (1.200.000 (vai alla

f i i CiEn )
B RT di Napoli 1 Centro abitanti) scheda)

. RT di Napoli 2 Nord

B a1 diNapoli 3 Sud ASL attive dal 1997 dati: 19956-2009 accreditato

= : Salerno (158 comuni - AIRTUM
-4 Confine di ASL E 1.100.000 (vai alla
: abitanti) scheda)

ASL attivo dal 2012 sta completando la raccolta dei dati
Caserta (104 comuni - relativi alla registrazione del primo
904.000 abitanti) triennio di incidenza (2008-2010)

Altri 4 registri, afferenti cgnuno a una ASL (ASL Napeli 2 Nord, ASL Napeli 1 Centro, ASL
Benevento, ASL Avelling), sono in fase di start up, corrispendente al periedo di avvio della
rilevazione dei dati di incidenza (relativi al periede 2010-2012/13). Solo al termine di :
guesta fase potranno chiedere I'accreditamento ad AIRTUM.

ASL Napoli 2 Nord -> start up 2010-12 (32 comuni — 1.032.000 abitanti)

ASL Mapoli 1 Centro -= start up 2010-12 (3 comuni - 1.010.000 abitanti)

ASL Benevento - start up 2010-13 (78 comuni - 290.000 abitanti)

ASL Avellino -= start up 2010-12 (119 comuni - 440.000 abitanti)







Medicine

OBSERVATIONAL STUDY

lDPEN

Incidences of Primary Soft Tissue Sarcoma Diagnosed on
Extremities and Trunk Wall

A Population-Based Study in Taiwan

Giun-Yi Hung, MD, Chueh-Chuan Yen, MD, PhD, Jiun-Lin Horng, PhD, Chun-Yu Liu, MD, PhD,
Wei-Ming Chen, MD, Tain-Hsiung Chen, MD, and Chien-Lin Liu, MD

Abstract: Most epidemiological studies of soft tissue sarcoma (STS)
were performed in the Western countries, and only limited data high-
lighting that in the Asian population. The aim of this study is to conduct
a comprehensive analysis for the incidence rates of STS in Taiwan.

trends of the primary STS over extremities and trunk wall during 2003 t
2011 by using the nationwide Taiwan Cancer Registry. More specifi

A total of 3843 cases were diagnosed with STS during the study
period. giving an age-standardized rate (ASR) of 1.63 per 100,000
person-years. Liposarcoma was the most frequent subtype, followed by
more frequently diagnosed in males and angiosarcoma was the most
prominent sex-specific type. ASR increased with age in most of the 3TS
subtypes and varied by histologic subtype. The incidence of peripheral
primitive neuroectodermal tumor was highest in children, whereas

rhabdomyosarcoma revealed a bimodal age distribution. Annual per-
cent change (APC) of 3TS was 2.2%, and significant change in trend
was only in males (APC, 3.5%, P« 0.05). Geographical variations
indicated that Wew Taipei City had a significantly higher rate compared
with the rest areas. Significantly lower rates were observed in 1 major
offshore island.

Incidence varations of STS by sexes, ages, histologic subtypes, and
geographic regions were observed in Taiwanese population. The emer-
ging factors associated 5TS incidence rates deserve further studies to
verify.

(Medicine 94(41):e1696)

Abbreviations: APC = annual percent change, ASR = age-
standardized incidence rate, CI = confidence intervals, DCO =
death certificate only, IARC = Intemational Agency for Research
on Cancer, M/F = male-to-female, MV = microscopy-verified, NF]
= neurofibromatosis type 1, MOS = not otherwise specified, pFNET
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FIGURE 1. Incidence rates of primary soft tissue cancers in 5-year
age groups with histologic subtypes and by sexes in Taiwan during
2003 to 2011.




Bone and Soft Tissue Sarcomas

UK Incidence and Survival:
1996 to 2010

In 2010 there were 531 new diagnoses of bone sarcoma and 3,298 new diagnoses of soft tissue
sarcoma in the UK. The age-standardised incidence of bone sarcoma remained constant at

={dalllale 0 ner million hetween 1996 and 2010 N o carcnma incidence rates increased
significantly from 39 per million to 45 per million during the same time period. This increase may
reflect improved diagnostic techniques and reporting rather than a true increase in incidence.

The incidence of soft tissue sarcomas increased significantly with increasing age. The age specific
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Second opinion and discrepancy in the diagnosis of soft
tissue lesions at surgical pathology

Muhammad Ashraf Sharif, Syed Naeem Raza Hamdani

RIGINAL ARTICLE

Armed Forces Institute of Pathology, Rawalpindi, Pakistan

INDIaN JourNAL oF PaTHoLOGY AND MicroBIOLOGY - 53(3), JuLY-SEPTEMBER 2010

lesion. Results: During the study period, 34 cases of soft tissue lesions were
received for review and second opinion. The mean age of the patients was 39
+ 22 years and immunohistochemistry was performed in 21 (62%) of 34 cases.
Concurrence between the review and initial diagnosis was seen in 18 (53%)
cases (category A). Discrepancy in the diagnosis at review and initial consultation
was seen in 16 (479%) cases. There were four (11.8%) cases that were placed

T - T - I o T - 1 (s T e T

the specific diagnostic entity was changed. Category C included eight (23.5%
cases where the review diagnosis changed the therapeutic modality despite
the benign or malignant category remaining unchanged. All the cases in this
category required immunohistochemistry as diagnosis of metastatic carcinoma
was changed to sarcoma in two cases and diagnosis of sarcoma was changed to
carcinoma in three cases. There was only one (2.9%) case in category D where
a benign diagnosis was changed to malignant on review and three (8.8%) cases
reported as malignant had a revised diagnosis of benign lesion, placing them
in category E. Conclusion: In the absence of a quality assurance regulatory
body to monitor and overlook the professional competence of practicing surgical
pathologists, a mandatory review and second opinion should be undertake
whenever a major therapeutic endeavor is to be undertaken, regardless of the
cost for the ultimate benefit of the patient.
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ORIGINAL RESEARCH

Population-based Aarhus Sarcoma Registry:
validity, completeness of registration,
and incidence of bone and soft tissue sarcomas

in western Denmark

This article was published in the following Dove Press journal:
Clinical Epidemiology
5 March 2013

Mumber of times this article has been viewed

Katja Maretty-Nielsen':

Ninna Aggerholm-
Pedersen'

Background: The aim of the present study was to validate the data in the Aarhus Sarcoma
Registry (ASR), to determine if this registry is population-based for western Denmark, and to
examine the incidence of sarcomas using validated, population-based registry data.

Cancer Registry. The overall World Health Organization age-standardized incidence of sarcoma

in the trunk or extremities in western Denmark in the period 1979-2008 was 2.2 per 100,000,
being 0.8 for bone sarcomas and 1.4 for soft tissue sarcomas.
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Incidence of Soft Tissue Sarcoma and Beyond
A Population-Based Prospective Study in 3 European Regions

Giuseppe Mastrangelo, MD" Jean-Michel Coindre, MD® Francoise Ducimetidére, PhD™ Angelo Paolo Dei Tos, MDY
Emanuela Fadda, BSc, PhD™: Jean-Yves Blay, MD, PhD®: Alessandra Buja, MD, PhD": Ugo Fedeli, MD, M5c™
Luca Cegolon, MD, MSe, FFPH": Alvise Frasson, MD": Dominique Ranchére-Vince, MD'; Cristina Montesco, MD",
Isabelle Ray-Coquard, MD, PhD®: and Carlo Riccardo Rossi, MD®
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METHODS: Cases of sarcomas regardless of primary site (except bone and joints) were collected during 2 years in 3 European regions totaling
approximately 26,000,000 person-years. The sources used were pathology reports and hospital discharges forms. Diagnoses were reviewed by
expert sarcoma pathologists and were classified according to 2002 World Health Organization criteria. Soft tissue sarcomas (ST5) were

considered those located in arms, legs, trunk, head, neck. and retroperitoneum; visceral sarcomas (V5) were considered those that arose in

RESULTS: There were 1558 sarcomas. 968 STS. and 590 VS.

L

CONCLUSIONS: Compared with the incidence of STS, VS incidence made up an additional 41% in males and 77% in females. Because the
shape of age-specific curves for some histotypes was similar to that of breast cancer, the authors concluded that sex hormones (plus many
chemicals that act as endocrine disruptors) may be involved in carcinogenesis. This evidence could pave the way to investigate alternative

treatments and to explore etiology. Cancer 2012. @ 2012 American Cancer Society.







