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Classic Kaposi sarcoma (KS) is a sporadic disease
that usually affects persons older than 50 years,
with a distinct male predominance. Although clas-
sic KS has a protracted, indolent course, there
appears to be a rare disseminated fulminant type.
This report describes a case of classic KS, pre-
senting as a very rapid enlargement and dissemi-
nation of skin lesions, without evidence of human
immunodeficiency virus (HIV) infection or involve-
ment of other internal organs.

Kaposi sarcoma (KS) is a multicentric vascular
neoplasm of the skin and other organs with 
4 clinical subtypes.1,2 Unlike other variants,

classic KS traditionally has been considered a slow-
growing, vascular, neoplastic disease that usually runs
a chronic, mild course and is hardly ever responsible
for the death of patients.3 Rarely, classic KS has rapid
courses, with involvement of the lung, spleen, heart,
and gastrointestinal tract.4 This rapid and aggressive
form of KS may be characteristic of patients who
have acquired immunodeficiency syndrome (AIDS)
or other severe immunodeficiency disorders. We 
describe the case of a 63-year-old man with classic
KS presenting with rapidly growing nodules. 

Case Report
A 63-year-old man, while being treated for pulmonary
tuberculosis, was referred to our department for eval-
uation of multiple purplish nodules on his left hand.
He first noticed the skin lesions one year ago, when
they started as bean-sized purplish nodules. During
that year, the patient reported that some nodules 

had slowly enlarged, and others had regressed. The
patient presented with multiple pea-sized nodules
and a walnut-sized nodule on the dorsal and lateral
aspects of his left hand, respectively (Figure 1). On
physical examination, the patient was afebrile, with
no lymphadenopathy or hepatosplenomegaly.

Laboratory studies yielded the following values:
white blood cell count, 9.0�103/mm3; hemoglobin,
13.8 gm/dL; hematocrit, 41%; platelet count,
1.06�105/mm3; antiplatelet antibody, reactive; CD4
cell count, within normal limits; helper T cell to
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Figure 1. Multiple pea-sized purplish nodules, with
violaceous patch on the dorsal aspect of the left hand
and a walnut-sized nodule on the lateral aspect of the
left hand.
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suppressor T cell ratio, within normal limits; herpes
simplex virus (HSV) IgM, negative; HSV IgG, posi-
tive; cytomegalovirus (CMV) IgM, negative; CMV
IgG, positive; human immunodeficiency virus (HIV)
test, negative; multitest cell-mediated immunity, 
4-mm tuberculin. A radiography of the chest in pos-
teroanterior view revealed possible active tuberculo-
sis. The findings from gastroscopy, colonoscopy, and
bone scan were normal. A skin biopsy specimen
showed proliferation of spindle cells and vascular slits
containing extravasated red blood cells (Figure 2).
Hyalinelike globules were noted with p-aminosalicylic
staining. Immunohistochemical stain was positive
for CD34. The diagnosis of classic KS was made
based on clinical, histopathologic, and immunohis-
tochemical findings. Immunohistochemical stain
was negative for CMV. In situ hybridization was neg-
ative for the Epstein-Barr virus. A DNA band of
233bp, which is specific for human herpesvirus 8
(HHV-8), was detected from tissue specimen by
polymerase chain reaction.

The patient refused any therapy for his skin
lesions. One month after diagnosis, the skin lesions
became coalescing and ulcerating with rapid enlarge-
ment, reaching the size of a child’s fist. A complete
blood count showed marked reduction in platelet
count (0.32�105/mm3). Bone marrow biopsy showed
consistent findings with idiopathic thrombocy-
topenic purpura (ITP). Although �-globulin, oral
prednisolone, and splenectomy were tried for correc-
tion of platelet count, they had no effect. For the
treatment of his skin lesions, interferon alfa was tried
without success, worsening the thrombocytopenia,
and was discontinued. Subsequently, the patient was

treated with vinblastine, which effectively restored
the platelet count (1.61�105/mm3) but was not effec-
tive for the skin lesions. Furthermore, the preexisting
nodules had grown rapidly, and 3 months after diag-
nosis, the nodule had reached the size of an adult’s
fist. Two months after discharge, his left hand was
covered completely with ulcerated fungating tumors,
with necrotic change, and the spread of numerous
nodules on his forearm was noted (Figure 3). Further-
more, the patient’s general condition worsened, and
he had to be readmitted to our hospital for supportive
care. The patient progressed to acute respiratory
distress syndrome and died.

Comment
In 1872, Moritz Kaposi described 5 patients with blue-
red cutaneous tumors that he called idiopathic, multiple,
pigment sarcoma.1 Four forms of KS have since been
identified: classic (Mediterranean), endemic African,
iatrogenic, and KS associated with AIDS. 

Classic KS is a sporadic disease that is prevalent in
Mediterranean countries.1,4,5 It is primarily a skin dis-
ease of the legs that predominantly affects older men
and usually progresses very slowly. Initially, it presents

Figure 2. Biopsy shows proliferation of spindle cells and
slitlike vascular spaces containing variable numbers of
red blood cells (H&E, original magnification �200).

Figure 3. The same lesion as in Figure 2 shown 
5 months later. The patient’s left hand is covered com-
pletely with ulcerated fungating tumors, and extensive
spread of numerous warty nodules on his forearm was
noted. Necrotic change also was observed.



as a bluish red macule on the distal portion of the
lower extremities. However, as the lesion ages, it may
coalesce to form large plaques and later change to a
more disseminated pattern. Although classic KS is
characterized by its slow-growing nature, rapid courses
with involvement of other organs have occasionally
been reported.3,4 The rapid and aggressive form of clas-
sic KS may be characteristic of patients who have
AIDS or other severe immunodeficiency disorders. 

There have been many potentially transmissible
infectious agents in KS other than HIV, including
CMV, hepatitis B virus, human papilloma virus, and
Mycoplasma penetrans.1,6 Recent molecular studies sug-
gest that a new human herpesvirus, HHV-8 (KS-
associated herpesvirus), is etiologically involved in
KS.5,7-9 Its DNA sequence can be detected not only in
tissue specimen but also in peripheral blood mononu-
clear cells.10 Recently, HHV-8 DNA has been localized
to the nuclei of spindle cells and KS tumor cells.11-13

Thrombocytopenia in patients with KS usually is
related to malignant disorders of the reticuloen-
dothelial system, such as Hodgkin disease or lym-
phosarcoma. There is also a suggestion that
thrombocytopenia may be due to phagocytosis of
platelets by abnormal endothelial cells in KS. Turnbull
et al14 reported a case of KS with ITP in which restora-
tion of the platelet count was achieved after effective
treatment of the skin lesions. They suggested the pos-
sibility that thrombocytopenia might be related to
the skin lesions on the analogy of Kasabach-Merritt
syndrome. In our case, the platelet count was nor-
malized after treatment with vinblastine, without
improvement of skin lesions. This finding may indi-
cate that the thrombocytopenia in our patient was
caused by ITP.

Treatment of KS is based primarily on the extent
and localization of the lesions and clinical sub-
types.1,4,6 A solitary lesion usually is treated with
excision or laser irradiation. However, patients
whose disease is progressing rapidly—as in our
patient—need to be treated with chemotherapeutic
agents. Recently, Costa da Cunha et al15 confirmed
the efficacy and safety of low-dose recombinant
interferon alfa-2b for the long-term treatment of
both cutaneous and visceral lesions of KS not re-
lated to HIV. Unfortunately, our patient necessi-
tated discontinuing interferon alfa-2b therapy
because of severe thrombocytopenia. Instead, we
started a vinblastine regimen—an effective treat-
ment in disseminated forms of KS—that resulted in
correction of the thrombocytopenia caused by ITP.
However, it failed to improve the skin lesions. 

Comparing this case with other reported cases of
KS, our patient is unique in that his skin lesions
showed impressive rapid enlargement and dissemina-

tion. This is a very unusual finding in classic KS
because, in most instances, the disease runs a slow
course, even when extracutaneous sites are involved.
We consider that this patient’s probable immunosup-
pressed state due to pulmonary tuberculosis and
prolonged steroid therapy for ITP might have accel-
erated the growth of his skin lesions. 

REFERENCES
1. Tappero JW, Conant MA, Wolfe SF, et al. Kaposi’s sarcoma:

epidemiology, pathogenesis, histology, clinical spectrum,
staging criteria and therapy. J Am Acad Dermatol. 1993;
28:371-395. 

2. Kaposi M. Idiopathic multiple pigmented sarcoma of the
skin. Arch Dermatol Syphil. 1872;4:265-273. 

3. Lospalluti M, Mastrolonardo M, Loconsole F, et al. Classi-
cal Kaposi’s sarcoma: a survey of 163 cases observed in Bari,
south Italy. Dermatology. 1995;191:104-108.

4. Ecklund RE, Valaitis J. Kaposi’s sarcoma of lymph nodes.
Arch Pathol. 1962;74:224-229.

5. Cerimele D, Carlesimo F, Fadda G, et al. Anaplastic pro-
gression of classic Kaposi’s sarcoma. Dermatology. 1997;194:
287-289.

6. Schwartz RA. Kaposi’s sarcoma: advances and perspectives.
J Am Acad Dermatol. 1996;34:804-814.

7. Chang Y, Cesarman E, Pessin MS, et al. Identification of
herpesvirus-like DNA sequences in AIDS-associated
Kaposi’s sarcoma. Science. 1994;266:1865-1869.

8. Schalling M, Ekman M, Kaaya EE, et al. A role for a new
herpes virus (KSHV) in different forms of Kaposi’s sarcoma.
Nat Med. 1995;1:707-708.

9. Ambroziak JA, Blackbourn DJ, Herndier BG, et al. 
Herpes-like sequences in HIV-infected and uninfected
Kaposi’s sarcoma patients. Science. 1995;28:582-583.

10. de Lellis L, Fabris M, Cassai E, et al. Herpesvirus-like DNA
sequences in non-AIDS Kaposi’s sarcoma. J Infect Dis.
1995;172:1605-1607. 

11. Cattani P, Capuano M, Lesnoni La Parola I, et al. Human
herpesvirus 8 in Italian HIV-seronegative patients with
Kaposi’s sarcoma. Arch Dermatol. 1998;134:695-699.

12. Boshoff C, Schulz TF, Kennedy MM, et al. Kaposi’s
sarcoma-associated herpesvirus infects endothelial and
spindle cells. Nat Med. 1995;1:1274-1278.

13. Foreman KE, Bacon PE, Hsi ED, et al. In situ polymerase
chain reaction-based localization studies support role of hu-
man herpesvirus-8 as the cause of two AIDS-related neo-
plasms: Kaposi’s sarcoma and body cavity lymphoma. J Clin
Invest. 1997;99:2971-2978.

14. Turnbull A, Almeyda J. Idiopathic thrombocytopenic pur-
pura and Kaposi’s sarcoma. Proc R Soc Med. 1970;63:
603-605.

15. Costa da Cunha CS, Lebbe C, Rybojad M, et al. Long-term
follow-up of non-HIV Kaposi’s sarcoma treated with low-
dose recombinant interferon alfa-2b. Arch Dermatol. 1996;
132:285-290.

KAPOSI SARCOMA

52 CUTIS®


