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Desmoid tumor: general considerations
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Desmoid tumor: general considerations

A A rare soft tissue tumor (< 1000 in U.S./yr)
A Three anatomic varieties
Intra -abdominal
abdominal wall
extra-abdominal

A Treatment
surgery
radiation
systemic approaches
chemotherapy
anti-inflammatorics

hormonal blockade
targeted therapy

Cell of origin unknown; molecular determinants
of 1T ncepti on, Pprogressi on,



Intra -abdominal desmoid tumor




Abdominal wall desmoid tumor




Extra-abdominal desmoid tumor




Desmoid care requires multidisciplinary
Cooperation: Pathology, Radiology, Surgery,
Medical Oncology, Radlatlon Oncology




Diagnostic strategies



Desmoid tumor: image before
biopsy, using best modality
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Biopsy approaches
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Biopsy performance is critical to outcome!




Biopsy: performance is critical to outcome!




Treatment approaches: surgery



Specific treatment modalities: surgery

Before surgery:

¢ Understand the natural hx of desmoid: local recurrence
¢ Image before biopsy

¢ Plan biopsy w/ resection: proper orientation

¢ Plan reconstruction in advance

During surgery:

¢ Incision for exposure

¢ ldentify/control critical anatomy; delineate margins

¢ En bloc resect all gross tumor w/ adherent structures
¢ Frozen section control of margins; difficult w/ desmoid



Surgical intent: cure vs palliation

A Palliative surgery objectives: relieve symptoms in
patients beyond cure when nossurgical measures are
not feasible, not effective, or not expedient; establish
curative versus palliative intent as early as possible,
preferably before OR

A Not all RO resections are curative
A Not all R1 resections are palliative

A R2 resections are usually neither curative nor durably
palliative



Resectablilityvs removabillity

Resectabilityis not the same asemovability

Removeable: patient and tumor can be separated

Reseca b | e : removabl e, but
A Anatomic constraints

A Tumor biologic constraints

A Surgical intent constraints

A Quality of life constraints




Surgical intent constraints; resolvable
via multi-disciplinary assessment, input,
di scussi on, and dec




Treatment approaches: radiotherapy



Desmoid radiotherapy controversies

A Use before or after surgery?

AUse as fdAstand al oneo t
A Total dose?

A Role for radiosensitizers?
A Use with macroscopic residual desmoid?
A Use in microscopic (+) versus-J margins?



Complications increase w/ increasing XRT dose

n=115 UTMDACC patients; 19652005
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Guadagnolo et al. Int. J. Radiation Oncol. Biol. Phys.; 2008




Treatment approaches: systemic therapies



Desmoid treatment: Doxbased chemotherapy

Baseline CT Scan T A

Patel et al. Cancer; 1993
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Desmoid treatment: MTX-based chemotherapy
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Azzarelli et al. Cancer; 2001



Desmoid treatment: Tamoxifen and Sulindac

Site Desmaoid- Additional Clinical course Drug in mg (mos tx) Response
related surgery therapy

Shoulder girdle R2 resection Radiation Progressed T120{12)S 300 {12) Complete
response

Pelvic girdle Four resections  Hyperthermia 3 recurr. T 240 (24) S 399 (24) Progressed
Shoulder girdle No No No recurr. T120(43) S 300 (43) Stable

Thoracic No No No recurr. T120(34) S 300 (34) Stable

Lower extremity Several MNo Recurr. T120 (36) S 300 {36) Stable
resections

Lower extremity 41 resections No 3 recurr, T120 (37)S 300 (37) Stable
Paravertebral MNo Mo No recurr. T120(31)S 300 (31) Stable

Lower extremity RO resection No No recurr. T120 {5) S 300 {5) Disease free

Hansmann et al. Cancer; 2003




Desmoid treatment: Imatinib

Heinrich et al. J Clin Oncol; 2006



PET and CT scans: Imatinib x 12 months

Baseline Baseline

CT scan:no change in size CT/PET scan: decreased glucose up

Heinrich et al. J Clin Oncol; 2006



‘Progression-Free
Survival (I“nnmu‘;r Cases)

met and see group
---------- Mech:,a! Lreaﬂnent group

Muonths

Progression-Free
Survival [Recurrent Cases)

—- Wait and see group
= Medical treatment group

Montihs

Fiore, M., et al, Ann Surg Onc; 16:25883, 2009



Exciting new targeted approaches: Sorafenib!

(Stay tuned; Dr. M. Gounder, 2:40 p.m. today)



Putting it all together: a single institution
multimodality experience over time



Inter -series comparison: less desmoid recurrence

19952005 (n=189)

: 19651994 (n=1809)

Freedomfrom recurrence at 5 years
19952005: 80% (95% CI=7487%)
19651994: 70% (95% CI=6377%)
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Lev et al. J Clin Oncol; 2007




Cumulative desmoid recurrence: 1998005

21/140 (15%)1° desmoids recurred
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Lev et al. J Clin Oncol; 2007




Inter -series comparisonimprovement w/ multimodality tx

19952005
Surgery + radio (45%)

Surgery (49%)

19651994 Surgery + radio (30%) '_,
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Lev et al. J Clin Oncol; 2007



Inter -series comparison: (+) margins damot affect outcome

%t ' 1995-2005 Margin negative |
‘LJ"" . : ! | Al T

Margin negative =
Margin positive

1_965-1994
-

Margin positive

1 ! I

4 5 6 7

Time After Treatment (years)

Lev et al. J Clin Oncol; 2007




Milano series: (+) margins donot affect outcome
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Gronchi et al.J Clin Oncol: 2003



Factors influencing desmoid recurrence

Combined UTMDACC/Milano experience:
(n= 581 desmoid patients; 1962005)

A Age < 30 y/o

A Extremity site

A Presentation as recurrence

A Size > 5 cm

Microscopic margin statusot significant

Gronchi et al.J Clin Oncol;: 2003
Lev et al. J Clin Oncol; 2007



UTMDACC desmoid treatment flow chart

Lev et al. J Clin Oncol; 2007



