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Abstract

Gastrointestinal Kaposi sarcoma (GI-KS) is the most common extra-cutaneous site of KS in
HIV/AIDS, and the majority (75%) of affected patients are asymptomatic. GI-KS rarely occurs
in the absence of cutaneous lesions. Opportunistic Gl infections in HIV/AIDS and GI-KS can
present with similar symptoms especially diarrhea, creating a diagnostic challenge. We pres-
ent a 46-year-old homosexual male with a medical history of HIV/AIDS and neurosyphilis, who
presented with 2 weeks of nonbloody diarrhea and abdominal discomfort. He was initially
worked up for infectious diarrhea, initiated on highly active anti-retroviral (HAART) and sup-
portively managed with rehydration therapy and analgesia. However, his clinical symptoms
did not improve, necessitating abdomen/pelvic CT scan which revealed extensive recto-sig-
moid colon thickening and pelvic lymphadenopathy. Due to a high suspicion of malignancy,
diagnostic endoscopy and biopsy were done which showed colonic KS. He was treated with
intravenous pegylated doxorubicin in addition to HAART which evidently resulted in signifi-
cant clinical and radiological improvement. The diagnosis of GI-KS could be challenging in the
presence of overlapping features with opportunistic Gl infections and the absence of cutane-
ous manifestations of KS because clinicians tend to focus more on infectious etiology. We
suggest that clinicians should consider GI-KS in the differential diagnosis of patients with HIV/
AIDS that present with diarrhea and other nonspecific abdominal symptoms. Early endoscop-
ic evaluation with biopsy could help to ensure the timely diagnosis and management of GI-KS
and ultimately improve outcomes. © 2019 S. Karger AG, Basel
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Introduction

Kaposi sarcoma (KS) is an angioproliferative malignancy that occurs in about 20% of
patients with HIV/AIDS [1]. KS usually affects mucocutaneous sites particularly the skin and
sometimes the oropharynx; however, visceral and other extra-cutaneous involvement has
been described [2].

Gastrointestinal KS (GI-KS) is the most common extra-cutaneous site of KS in HIV/AIDS,
and the majority (75%) of affected patients are asymptomatic [3]. GI-KS rarely occurs in the
absence of cutaneous lesions [4]. Symptomatic patients usually present with nonspecific
findings such as vague abdominal discomfort, abdominal cramps, nausea, vomiting, diarrhea
and sometimes upper and lower GI bleed [5-7]. GI opportunistic infections in HIV/AIDS
frequently present with similar symptoms to GI-KS which can make diagnosis challenging [8].

Case Presentation

A 46-year-old homosexual male with a medical history of HIV/AIDS and neurosyphilis, presented with
2 weeks of non-bloody, mucoid diarrhea and abdominal discomfort. He had no history of recent hospital
admission, international travel, and change in diet or sick contacts. He was not on any medications at the time,
including highly active anti-retroviral (HAART) medications. He denied fever, chills, loss of appetite, nausea,
or vomiting. His physical examination was remarkable for a slightly distended abdomen and hyperactive
bowel sounds. No rashes or ulcers were noted on his oral mucosa and skin. Initial laboratory investigations
showed an absolute CD4 cell count of 229 cells/uL, HIV-RNA level of 192 copies/mL, and mild anemia (hemo-
globinof12.2 g/dL).Stool microbiology tests were ordered,and he was commenced on HAART and supportive
rehydration treatment and analgesics. However, 4 days after initiation of HAART and supportive treatment,
his symptoms did not improve and while awaiting results of stool microbiology, an abdomen/pelvic CT scan
with intravenous (IV) contrast was obtained which revealed extensive rectosigmoid colon thickening and
pelvic lymphadenopathy (Fig. 1a), suggestive of an infiltrative or inflammatory process.

Due to a high suspicion for a malignant process, a colonoscopy was done which showed extensive
circumferential edema, violaceous papular lesions and “pseudotumoral” lesions (Fig. 2a, b) in the recto-
sigmoid colon. Endoscopic biopsy specimens were obtained from the rectosigmoid lesions, and hematoxylin
and eosin examination demonstrated vascular proliferation and extravasated blood cells in the lamina
propria characterized by slit-like to dilated vessels lined by banal endothelial cells (Fig. 3a). These cells were
strongly reactive for HHV-8 by immunohistochemistry, supporting the diagnosis of colonic KS (Fig. 3b). His
stool culture tests resulted negative, and he was started on HAART and IV liposomal doxorubicin chemo-
therapy. The diarrhea and abdominal symptoms resolved and by the fourth cycle of chemotherapy, a repeat
pelvic CT scan with IV contrast revealed significant improvement in the rectosigmoid colonic thickening,
edema, and pelvic lymphadenopathy (Fig. 1b). Considering the remarkable improvement in his clinical
condition, the risks of a repeat endoscopy outweigh its benefits, and we decided to monitor his progress
clinically rather than through invasive procedures.

Discussion

KSis alow-grade vascular tumor associated with human herpesvirus 8 infection (HHV-8)
[2]. KS usually occurs in immunodeficient states and has 4 clinical and epidemiological
variants: classic, iatrogenic or related to immunosuppressive treatment, African or endemic,
and epidemic or AIDS-related KS [9]. Endemic and epidemic KS are the two most common
clinical forms in the United States and have been linked to GI-KS.

GI-KS affecting the colon usually presents with abdominal cramps and diarrhea as seen
in our patient. The etiology of diarrhea in HIV or AIDS is mostly infectious and common
pathogens include cytomegalovirus, protozoans, microsporidium, cryptosporidium, and
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Fig. 1. Abdomen and pelvic CT scans showing extensive rectosigmoid colon thickening (red circle) and pelvic
lymphadenopathy (red arrows) (a) and decrease in the severity of colonic thickening and pelvic lymphade-
nopathy (while on chemotherapy) (b).

Color version available online

Fig. 2. Endoscopic image of the rectosigmoid colon showing purplish papular lesions (a) and “pseudotumor-
al” lesions (blue arrows) strongly suggestive of an infiltrative KS lesion (b).
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Fig. 3. a Hematoxylin and eosin stain of rectosigmoid lesions demonstrating slit-like to dilated vessels with
spindle cell vascular proliferation and extravasated red blood cells in the lamina propria. b Immunochemical
stain for human herpesvirus 8 showing a positive latent nuclear antigen staining of the spindle cells.
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giardia lamblia; and bacterial agents such as salmonella, campylobacter, and mycobacterium
avium-intracellulare [8]. GI-KS presenting with diarrhea in a patient with HIV/AIDS without
cutaneous manifestations could create a diagnostic dilemma because clinicians tend to focus
more on the infectious differential etiologies.

Though the incidence of KS has declined since the advent of HAART, it is still associated
with significant morbidity and poor prognosis in AIDS patients [10]. Early diagnosis and
treatment of GI-KS is important for survival, and diagnosis is made mainly through endoscopy
and biopsy [11]. According to the guidelines for prevention and treatment of opportunistic
infections in HIV-infected adults and adolescents presenting with diarrhea, endoscopic eval-
uation is only indicated when medical tests for infectious causes (stool culture, microscopy,
Clostridium difficile toxin assay, and blood culture) fail to reveal an etiology or treatment for
an established diagnosis fails [8]. Sometimes, the results of these tests take considerable time
to become available which could delay the diagnosis of visceral KS, and negatively impact
management and outcomes. However, there is a high probability that colonic KS and an infec-
tious cause of diarrhea may co-occur in HIV/AIDS [12], and clinicians may be inclined to stop
any further medical investigations when the infectious etiology is detected.

A retrospective study by Nagata et al. [5], highlighted clinical factors that predict an endo-
scopic diagnosis of GI-KS in the absence of cutaneous lesions. Men who have sex with men
(MSM), low CD4 count (<100 cells/mL), high HIV RNA viral load, and no HAART treatment
were strong predictors of GI-KS. Interestingly, our patient had a serum CD4 count of 224 cells/
uL at diagnosis, suggesting that GI-KS can also occur with a relatively higher level of CD4 count.
Clinicians should maintain a low threshold to perform screening and diagnostic endoscopy to
detect GI-KS in high risk asymptomatic and symptomatic HIV/AIDS patients, respectively.

HAART is recommended for patients with AIDS-related KS. GI involvement is an indi-
cation for additional systemic chemotherapy and the first-line treatment is with IV liposomal
doxorubicin [13]. Early diagnosis and initiation of HAART and systemic chemotherapy have
been shown to improve the overall 5-year survival rate to about 90% [14]. Our patient was
treated with IV pegylated doxorubicin and HAART which evidently resulted in improvement
in his KS-related clinical symptoms and abdominal imaging features (Fig. 1b).

Conclusion

Delay in the diagnosis and treatment of GI-KS is associated with a poor prognosis. The
diagnosis of GI-KS could be challenging in the presence of overlapping features with oppor-
tunistic Gl infections and absence of cutaneous manifestations of KS. Early endoscopic evalu-
ation with biopsy could help in timely diagnosis and management of GI-KS and ultimately
improve outcomes. We suggest that clinicians should consider early endoscopy in the primary
diagnostic workup of diarrhea and other nonspecific abdominal symptoms in patients with
HIV/AIDS that are at high risk for GI-KS.
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