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e - R Desmoid Tumors (Aggressive Fibromatosis)
(F 721320tk -
BB O B
% AL fE FT)
s - HE Preferred regimens
(X713 - | . sorafenib (category 1)
MEICEEDH
% 20 # 5 PT) * Methotrexate and vinorelbine
+ Methotrexate and vinblastine
+ Imatinib
+ Liposomal doxorubicin
+ Doxorubicintdacarbazine
+ pazopanib
Useful in certain circumstances
+ Sulindac or other nonsteroidal anti-inflammatory
drugs (NSAIDs), including celecoxib (for pain)
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HA NZ A4 | Gounder MM, Mahoney MR, Van Tine BA, Ravi V,
D AR L F Attia S, Deshpande HA, Gupta AA, Milhem MM,
Conry RM, Movva S, Pishvaian MJ, Riedel RF,
Sabagh T, Tap WD, Horvat N, Basch E, Schwartz
LH, Maki RG, Agaram NP, Lefkowitz RA, Mazaheri
Y, Yamashita R, Wright JJ, Dueck AC, Schwartz
GK. Sorafenib for Advanced and Refractory
Desmoid Tumors. N Engl J Med. 2018 Dec
20;379(25):2417-2428. doi:
10.1056/NEJM0a1805052. PMID: 30575484;
PMCID: PMC6447029.
{5 %
wKE | A RTA Soft tissue and visceral sarcomas:
N ESMO-EURACAN-GENTURIS Clinical Practice
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Guidelines for diagnosis, treatment and follow-up
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Desmoid-type fibromatosis
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When a systemic therapy is chosen, available
options include: low-dose ChT (such as
methotrexate-vinblastine or
methotrexate-vinorelbine; oral vinorelbine;
taxanes); sorafenib [Il, B]; pazopanib; imatinib; and

full-dose ChT (using regimens active in sarcomas,
including liposomal doxorubicin). In addition, HT
(tamoxifen, toremifene and GnRH analogues;
aromatase inhibitors), nonsteroidal
anti-inflammatory drugs and interferon have also
long been used, but no prospective studies are
available to understand their real activity in this
disease.
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Bajpai J, Bauer S, Biagini R, Bielack S, Blay JY,
Bolle S, Bonvalot S, Boukovinas I, Bovee JVMG,
Boye K, Brennan B, Brodowicz T, Buonadonna A,
De Alava E, Del Muro XG, Dufresne A, Eriksson
M, Fagioli F, Fedenko A, Ferraresi V, Ferrari A,
Frezza AM, Gasperoni S, Gelderblom H, Gouin F,
Grignani G, Haas R, Hassan AB, Hecker-Nolting S,
Hindi N, Hohenberger P, Joensuu H, Jones RL,
Jungels C, Jutte P, Kager L, Kasper B, Kawai A,
Kopeckova K, Krakorova DA, Le Cesne A, Le
Grange F, Legius E, Leithner A, Lopez-Pousa A,
Martin-Broto J, Merimsky O, Messiou C, Mir O,
Montemurro M, Morland B, Morosi C, Palmerini E,
Pantaleo MA, Piana R, Piperno-Neumann S,
Reichardt P, Rutkowski P, Safwat AA, Sangalli C,
Sharaglia M, Scheipl S, Schoffski P, Sleijfer S,
Strauss D, Strauss S, Sundby Hall K, Trama A, Unk
M, van de Sande MAJ, van der Graaf WTA, van
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Houdt WJ, Frebourg T, Casali PG, Stacchiotti S;
ESMO Guidelines Committee, EURACAN and
GENTURIS. Electronic address:
clinicalguidelines@esmo.org. Soft tissue and
visceral sarcomas: ESMO-EURACAN-GENTURIS
Clinical Practice Guidelines for diagnosis, treatment
and follow-up*. Ann Oncol. 2021
Nov;32(11):1348-1365. doi:
10.1016/j.annonc.2021.07.006. Epub 2021 Jul 22.
PMID: 34303806.
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1) Gounder MM, Mahoney MR, Van Tine BA, Ravi V, Attia S, Deshpande HA, Gupta AA,
Milhem MM, Conry RM, Movva S, Pishvaian MJ, Riedel RF, Sabagh T, Tap WD, Horvat
N, Basch E, Schwartz LH, Maki RG, Agaram NP, Lefkowitz RA, Mazaheri Y, Yamashita
R, Wright JJ, Dueck AC, Schwartz GK. Sorafenib for Advanced and Refractory Desmoid
Tumors. N Engl J Med. 2018 Dec 20;379(25):2417-2428. doi: 10.1056/NEJM0al1805052.
PMID: 30575484; PMCID: PMC6447029. W% : 87 4 OMEATME, AR SULFHIET
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Gronchi A, Miah AB, Dei Tos AP, Abecassis N, Bajpai J, Bauer S, Biagini R, Bielack S,
Blay JY, Bolle S, Bonvalot S, Boukovinas I, Bovee JVMG, Boye K, Brennan B,
Brodowicz T, Buonadonna A, De Alava E, Del Muro XG, Dufresne A, Eriksson M,
Fagioli F, Fedenko A, Ferraresi V, Ferrari A, Frezza AM, Gasperoni S, Gelderblom H,
Gouin F, Grignani G, Haas R, Hassan AB, Hecker-Nolting S, Hindi N, Hohenberger P,
Joensuu H, Jones RL, Jungels C, Jutte P, Kager L, Kasper B, Kawai A, Kopeckova K,
Krakorova DA, Le Cesne A, Le Grange F, Legius E, Leithner A, Lopez-Pousa A,
Martin-Broto J, Merimsky O, Messiou C, Mir O, Montemurro M, Morland B, Morosi C,
Palmerini E, Pantaleo MA, Piana R, Piperno-Neumann S, Reichardt P, Rutkowski P,
Safwat AA, Sangalli C, Sbaraglia M, Scheipl S, Schoffski P, Sleijfer S, Strauss D, Strauss
S, Sundby Hall K, Trama A, Unk M, van de Sande MAJ, van der Graaf WTA, van Houdt
WJ, Frebourg T, Casali PG, Stacchiotti S; ESMO Guidelines Committee, EURACAN and
GENTURIS. Electronic address: clinicalguidelines@esmo.org. Soft tissue and visceral
sarcomas: ESMO-EURACAN-GENTURIS Clinical Practice Guidelines for diagnosis,
treatment and follow-up*. Ann Oncol. 2021 Nov;32(11):1348-1365. doi:
10.1016/j.annonc.2021.07.006. Epub 2021 Jul 22. PMID: 34303806. W& : 7 AEA K
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1) TAEA NEBOEBEN 2o RACKE IS L E2—fmXTIE, Fu
VU T ERBEROFEE LT BERMRER LT, VI T 2=
TN N=ZTNA~TF =T XD EWANERIFCE 28R ELAINT
VW%, (Eur J Cancer. 2020 Mar;127:96-107. doi: 10.1016/j.ejca.2019.11.013. Epub
2020 Jan 28. PMID: 32004793)
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1) DeVita, Hellman, and Rosenberg’s Cancer: Principles & Practice of Oncology
11th edition (Lippincott Williams & Wilkins, 2018, USA) : ¥ 7 7 = =7 % &2
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1) NCCN guideline (Soft Tissue Sarcoma, version 2.2023, April 25, 2023) : 7 A&
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1) Gounder MM, Mahoney MR, Van Tine BA, Ravi V, Attia S, Deshpande HA,
Gupta AA, Milhem MM, Conry RM, Movva S, Pishvaian MJ, Riedel RF, Sabagh T,
Tap WD, Horvat N, Basch E, Schwartz LH, Maki RG, Agaram NP, Lefkowitz RA,
Mazaheri Y, Yamashita R, Wright JJ, Dueck AC, Schwartz GK. Sorafenib for
Advanced and Refractory Desmoid Tumors. N Engl J Med. 2018 Dec
20;379(25):2417-2428. doi: 10.1056/NEJM0al805052. PMID: 30575484; PMCID:
PMC6447029.

2 ) Desmoid Tumor Working Group. The management of desmoid tumours: A joint
global consensus-based guideline approach for adult and paediatric patients. Eur J
Cancer. 2020 Mar;127:96-107. doi: 10.1016/j.ejca.2019.11.013. Epub 2020 Jan 28.
PMID: 32004793.
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