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Mycobacterial Spindle Cell Pseudotumor of the
Appendix Vermiformisin a Patient with AIDS

CarlosAlbertoBasilio-de-Oliveira, Walter A. Eyer-Silva,
Heliomar deAzevedo Valle, Ana L GiciaRodrigues,

AnalL uisaPinheiroPimentel and CarlosAlberto Morais-de-Sa

Departments of Pathology and Clinical
I mmunology, Gaffrée e Guinle University
Hospital, Rio de Janeiro, RJ,Brazl

Mycobacterial pseudotumor (MP) isararepathologic presentation of both Mycobacterium
tuberculosis and non-tuber culous mycobacterial disease, hitherto reported to occur only in
immunaosuppressed patientswith or without human immunodeficiency virusinfection. Thislesion
sharesclosepathologic resemblanceto certain mesenchymal neoplasms, particularly Kapos’s
sarcoma (K S), fromwhich it must beproperly differentiated duetodistinct prognosisand ther apy.
Wereport acase of MP obliterating thelumen of the appendix ver miformisin a 34-year-old
patient whodied of complicationsof AIDSat our hospital in RiodeJaneiro. A total of 24 casesof
MP (including our patient) havebeen described in theliterature. M P hasbeen found especially in
lymph nodes, but extranodal lesionshavebeen described in theskin, spleen, lung, bonemarrow,
brain and, in our patient, theappendix ver miformis. Weoffer areview of theother 23 published
casereportsof MPinboth HIV-infected and uninfected patientsand discussthepathologicfeatures

that differentiateMPfromKS.
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A rare presentation of mycobacterial diseasein
immunocompromised patientswith or without human
immunodeficiency virus(HIV) infection occursinthe
formof atumor-likeproliferation of spindliecdlsknown
asmycobacterid pseudotumor (MP) [1-14]. Thislesion
sharesclose pathol ogi ¢ resemblance to mesenchymal
neoplasms, particularly Kapos’ssarcoma(KS), from
whichit must be properly differentiated. Awarenessof
thisunusual pathol ogic presentation of mycobacterial
disease highlightstheimportance of performing acid-
fast stains of lesions of spindle cell proliferation,
especialy inimmunocompromised patients. Thelymph
nodesarethemain steof involvement but i sol ated cases
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of extranodal disease have also been reported. We
report acase of MP of the appendix vermiformisina
patient with AIDS. To the best of our knowledge, this
isthefirst report of MPfromthat Site.

Case Report

A 34-year-old HIV-infected male patient died in
August, 1986, of complications of AIDS. He
experienced achronicillnessthat lasted 2 years. He
also had adiagnosisof schizophreniasincethe age of
15. During the course of the HIV disease, he had
recurrent diarrheathat proved to bevery difficult to
treat at atimewhen antiretroviral agentswerenot yet
available. Severe weight loss, recurrent oral and
esophaged candidiasis, lymphadenopathy, anemiaand
hypoa buminemiawereaso part of theclinical picture.
A diagnosis of histoplasmosis was made based on
lymph nodebiopsy, but treetment with amphotericin B
led tolittlegeneral improvement. Laboratory studies
wereremarkablefor atransfus on-dependent anemia
(hematocrit range 15%to 30%), hypoabuminemia(2.4
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mg/dL ) and elevated activity of alkaline phosphatase
(190U/L). Nointestina pathogenscould berecovered.
The patient died of overwhelming sepsis. Necropsy
demonstrated disseminated histoplasmosis (liver,
prostate, adrenal s, lungs, lymph nodes, thyroid, skin)
and non-tuberculousmycobacterid disease(liver, lymph
nodes, spleen, skin, large and small intestine).
Examination of theappendix vermiformisdemondrated
an obliterated lumen dueto an unusua proliferation of
spindle cellswith eosinophilic to granular cytoplasm
and spindleor oval nucle with admixedinflammatory
infiltrate. Ziehl-Neel sen stain showed numerousacid-
fast bacilli. Although the precise species of
mycobacteriacould not be determined by culture, the
demonstration of abundant, €l ongated, acid-fast bacilli
within the cytoplasm and outsidethe spindlecellswas
consistent with a diagnosis of non-tuberculous
mycobacterid disease (Figure 1).

Discussion

Sinceitsfirst descriptionin 1985, atota of 24 cases
of MP (including the present one) have been reported
intheliterature[1-14]. Thefirst report was made based
on histologic examination of nodular skinlesionsfrom
a54-year-old immunosuppressed cardiac transplant
recipient, and the lesion was described as a
“sporotrichoid Mycobacteriumaviumintracellulare
pseudotumor with microscopic features of the histoid
variety of lepromatous leprosy”. One of these 24
patientswasachildwho died of complicationsof AIDS
[2]. Among the 23 adult patients, 1 wasof thefemale
sex [3]. Four had non-HIV-rdated immunodeficiency:
2weretransplant recipients[1, 9]; 1 had Hodgkin's
disease [6]; and 1 was on steroid therapy for the
treatment of sarcoidosis[14].

Thelymph nodeswerethe site of involvement of
MPin 15 of the 24 reported cases [2-6,11-13]. MP
wasfoundinextranodd Stesin8cases: intheskinin3
cases[1, 3, 7], thespleenin 2 cases[8, 10], thelungin
1 case[9], thebonemarrow in 1 case[4], thebrainin
1 case[14] and from theappendix vermiformisin our
patient. Of note, among the 4 patientswith non-HIV -
related immunodeficiency [1, 6, 9, 14], 3 patientshad

extranodal MP (skin, lung and brain). Only 1 case of
M P was associated with M. tubercul osisdisease: the
lesonwasfoundinthelung of a32-year-old maepatient
who had multiple complications of insulin-dependent
diabetes mdl litusand was submitted to both renal and
pancreatic transplants[9]. Another patient had askin
lesion reported to be caused by M. gordonae as a
complicationof AIDS[7]. All other casesof MPwere
reported to be caused by M. aviumintracellular, with
or without culture confirmation.

MPlesonsmust beappropriately distinguished from
les onssuch asmesenchyma neoplasms, especidly KS.
Thisdigtinctionisof utmostimportancedueto different
prognosis and therapeutic approaches. The use of
acid-fast stainsisthesmplest way to differentiste MP
from KS, and other conditions. However, as both
mycobacterial diseaseand KSarecommon disorders
among immunosuppressed patients, it would not be
surprigngif they weresmultaneoudy found et thesame
site. Infact, Logani, et a., [13] recently reported the
coexistenceof what they called” Kapos sarcomawith
mycobacteria’ in lymph nodes of 3 HIV-infected
patients. Those patients had mycobacterial disease
but not MP. The presence of acid-fast bacilli and
spindle cells in the same lymph node would have
suggested the diagnosisof MP*“if attention wasnot
paid to the presence of moreclassical areasof KS’.
KSlesionscan usualy bedistinguished by thelonger,
more compact fascicles with intercellular slitlike
spacesaswell asahigher frequency of mitoticfigures.
KSlesionsmay a so be associated with extravasated
red blood cells. In contrast, the spindle cellsin MP
havealoose storiform pattern with more eos nophilic
togranular cytoplasm[5, 11, 13]. Additionally, MP
and K S have distinct immunohistochemical profiles,
as spindle cellsfrom MP stain with markers of its
monocytic-histiocyticorigin[3, 5, 12, 13]. Logani,
et al., [13] suggested that stainsfor S-100 protein
and CD,,, ahistiocyte-associated antigen, areexcellent
markersfor spindlecellsin MPand help differentiate
them from KScellsin moredifficult cases. KScells,
in contrast, frequently stainwith markersof CD,, and
CD,, cdlls.
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Figurel. 1A) Pseudotumor occluding thelumen of the gppendix vermiformis(H.E., 63x). 1B) SpindlecdIswith
eosinophilicto granular cytoplasmand ova nuclei. Anadmixed inflammatory infiltrateisa so seen (H.E., 160x).
Inset: numerous acid-fast bacilli within and outside spindle cellsasreveal ed by Ziehl-Neel sen stain (400x).
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