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but systemic chemotherapy is the treatment of choice.1-3,5,6

The main combination regimens use a vinca alkaloid and
bleomycin, with or without doxorubicin.2,3 Liposomal for-
mulations of doxorubicin and daunorubicin have produced
response rates of 40-85%, and may be less toxic than con-
ventional chemotherapy;2,3,8 it has been suggested that a
liposomal anthracycline is the drug of choice in extensive
disease.1,2,5-7 Paclitaxel is also used as a single agent in ad-
vanced disease.2,3,7,8 However, although highly effective,
doses may need to be reduced if given to patients taking
HAART because of the risk of drug interactions.5,7 Al-
though data are limited, docetaxel may be a reasonable al-
ternative.7 Some response has also been reported for oral
etoposide.1 
Control of Kaposi’s sarcoma has been reported in a few
patients given high-dose intramuscular chorionic gonado-
trophin, but tumour regression ceased and regrowth oc-
curred when dosage was reduced or withdrawn.9 Further
reports of intralesional or systemic use have included par-
tial remissions and disease stabilisation, as well as no ef-
fect or disease progression. The reasons for these contra-
dictory results are unclear, but they may be due to
variability in chorionic gonadotrophin preparations, which
contain a mixture of biological contaminants. A cytotoxic
ribonuclease and the degradation product of the β-hCG
subunit have been proposed as active contaminants against
Kaposi’s sarcoma, but other contaminants may stimulate
the tumour.10 Other lines of investigation include the use
of sulfated polysaccharide peptidoglycans, imatinib, other
inhibitors of angiogenesis including thalidomide, and the
retinoids.1,5-8
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SOFT-TISSUE SARCOMA. Soft-tissue sarcomas are a var-
ied group of malignant tumours that originate from
mesenchymal stem cells residing in muscle, fat, or con-
nective tissue,1,2 and whose subtypes vary in terms of
prognosis and response to different treatments.3 The
majority of soft-tissue sarcomas occur in the limb or
limb girdle; some occur within the abdomen (retroperi-
toneal), in the head or neck, or in the gastrointestinal
tract.4,5 Patients have a 5-year survival rate of about 50
to 60%;4 survival in those with extremity sarcomas is
better than that in patients with retroperitoneal sarco-
mas.2 Tumours often metastasise to the lung; those aris-
ing in the abdomen metastasise to the liver and perito-
neum.4 
Rhabdomyosarcoma is the commonest soft-tissue sarco-
ma in childhood, and is thought to arise from progenitor
cells for skeletal muscle. The most frequent sites are the
head and neck, genito-urinary tract, and extremities. Some
genetic disorders are associated with rhabdomyosarco-
ma.6,7 All patients are presumed to have micrometastatic
disease at diagnosis; histologically the most common
types are embryonal, which occurs at an earlier age, and
alveolar, which is more common in adolescents.7 
The gastrointestinal stromal tumours (GISTs) are soft-
tissue sarcomas arising in the gastrointestinal tract, most
commonly in the stomach and small bowel.4,8,9 Symptoms
may include abdominal pain, anorexia, weight loss, haem-
orrhage, changes in bowel movements, bowel obstruction,
or perforation. Patients with liver metastases may have
oedema of the lower extremity, ascites, or jaundice.10

Spread to the lungs and other locations is seen only in ad-
vanced cases.4 
Surgery is the primary therapy for soft-tissue sarco-
mas,1,2,4,8 and may be curative for localised disease.5,11 Ra-
diotherapy, as external-beam therapy or brachytherapy,
may be given with surgery, or alone if surgery is inappro-
priate or declined by the patient.5 Radiation may be given
pre-operatively, during surgery, or postoperatively;1 opti-

mal timing is unclear.5,8 Similar rates of local control and
progression-free survival have been reported for pre- and
postoperative radiotherapy, although pre-operative treat-
ment has been associated with a greater incidence of
wound complications, especially in lower extremity tu-
mours.4 Postoperative radiation can cause acute and de-
layed bowel toxicity in those with retroperitoneal tumours,
and significant toxicity has occurred with the use of brach-
ytherapy, especially when used in the upper abdomen.2 
Surgery and/or radiotherapy may be combined with chem-
otherapy. Pre-operative chemotherapy may allow for more
efficient resection of the tumour.1,8 The use of postopera-
tive chemotherapy is controversial,5,8 except for some tu-
mours such as extraosseous Ewing’s sarcoma or rhab-
domyosarcoma. For these tumours, combinations of
vincristine, dactinomycin, doxorubicin, cyclophospha-
mide, ifosfamide, or etoposide form the basis of most reg-
imens.5-8 
For those with unresectable or metastatic disease, chemo-
therapy may be palliative; ifosfamide and doxorubicin are
routinely used in this setting.5 These may be used as single
agents or in combination; other acceptable single agent
choices are dacarbazine, gemcitabine, or liposomal doxo-
rubicin.4 Data support the use of adjuvant doxorubicin-
based chemotherapy to improve disease-free survival;12

however, overall survival is not improved. For palliative
treatment in advanced soft-tissue sarcoma, a systematic
review13 concluded that combination chemotherapy did
not significantly increase survival rates compared with
single-agent doxorubicin. A retrospective analysis14 found
that, in patients with high-risk disease, clinical benefits of
doxorubicin-based chemotherapy were not sustained be-
yond 1 year. There is no consensus on the best second-line
chemotherapy regimen for patients with metastatic disease
refractory to doxorubicin- or ifosfamide-based regi-
mens.2,3 Dose-intensified combination regimens, with col-
ony-stimulating factor support, have been investigated as
adjuvant therapy15 and in advanced disease;16 although
both these studies found a delay in disease progression, a
beneficial effect on overall survival was only found in the
former. Intensive combination chemotherapy benefited a
subgroup of children with metastatic rhabdomyosarcoma
and fewer than 2 unfavourable risk factors, in terms of
event-free survival and overall survival. However, most
patients have more than 2 risk factors; these patients
should be considered for novel first-line therapies. No ev-
idence was found for improved outcome after consolida-
tion therapy with high-dose melphalan and autologous
bone marrow or peripheral-blood stem cell rescue.17 Re-
sponse to topotecan has been reported in a study of meta-
static rhabdomyosarcoma,18 and trabectedin has shown
some activity in advanced soft-tissue sarcomas.3,5 Tason-
ermin and melphalan can be used together for isolated
limb perfusion of unresectable soft-tissue sarcomas, but
severe toxicity may limit use of this regimen. Potential sal-
vage therapy options after failure of first-line therapy in-
clude paclitaxel, docetaxel, gemcitabine, trofosfamide, te-
mozolomide, and various combinations thereof.3 
Surgery is used for localised, resectable disease arising in
the gastrointestinal tract, although this does not routinely
cure GISTs; median time to recurrence after resection is
about 2 years. Adjuvant imatinib is under investigation in
this setting. Imatinib produces durable clinical benefit and
objective responses in most patients with GISTS, includ-
ing those with metastatic or unresectable disease. If the tu-
mour responds to imatinib, surgical resection may be indi-
cated. In patients with imatinib-resistant GIST, or who
experience life-threatening adverse effects such as hepato-
toxicity and fluid retention with imatinib, sunitinib may be
considered.4,8,9,19
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Aclarubicin (BAN, USAN, rINN)

Aclacinomycin A; Aclarubicina; Aclarubicine; Aclarubicinum; Ak-
larubicin; Aklarubisiini; Aklarubisin; NSC-208734. Methyl
(1R,2R,4S)-4-(O-{2,6-dideoxy-4-O-[(2R,6S)-tetrahydro-6-me-
thyl-5-oxopyran-2-yl]-α-L-lyxo-hexopyranosyl}-(1→4)-2,3,6-tri-
deoxy-3-dimethylamino-L-lyxo-hexopyranosyloxy)-2-ethyl-1,2,3,-
4,6,11-hexahydro-2,5,7-trihydroxy-6,11-dioxonaphthacene-1-
carboxylate.
Акларубицин
C42H53NO15 = 811.9.
CAS — 57576-44-0.
ATC — L01DB04.
ATC Vet — QL01DB04.

Description. Aclarubicin is an anthracycline antineoplastic an-
tibiotic isolated from Streptomyces galilaeus.

Aclarubicin Hydrochloride (BANM, rINNM)

Aclarubicine, Chlorhydrate d’; Aclarubicini Hydrochloridum;
Hidrocloruro de aclarubicina.
Акларубицина Гидрохлорид
C42H53NO15,HCl = 848.3.
CAS — 75443-99-1.
ATC — L01DB04.
ATC Vet — QL01DB04.
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Stability. In a study of the stability of anthracycline antineoplas-
tic agents in 4 infusion fluids—glucose 5%, sodium chloride
0.9%, lactated Ringer’s injection, and a commercial infusion flu-
id—stability appeared to be partly related to pH; aclarubicin was
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