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Resumo Abstract

O linfoma intravascular ¢ uma forma muito rara de
linfoma nio Hodgkin de células grandes B. Caracte-
riza-se pela proliferagio celular tumoral de linfécitos
limitada aos pequenos vasos, particularmente nos ca-
pilares. Apresentamos o caso de uma doente de 54
anos, nao fumadora, que foi admitida no nosso hos-
pital para investigacdo de um quadro com quatro
meses de evolucio de febre, sudorese nocturna, ema-

Intravascular lymphoma is a very rare form of large B
cell non-Hodgkin’s lymphoma, characterised by the
presence of lymphoma cells in the lumina of small
vessels only, particulary in the capillaries. We report a
54 year-old female non-smoker, admitted to hospital
for further examination of a four month long clinical
condition involving high fever, night sweats, unqua-
lified weight loss and progressive dyspnea. Patient’s
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grecimento nio quantificado e dispneia progressiva.
Ao exame objectivo apresentava-se febril, taquicdrdi-
ca e polipneica. Analiticamente, destacava-se anemia,
leucocitose ¢ LDH elevada. Gasometria arterial -
FiO; 1 I/m: Pa0,-63,6 mm Hg. A telerradiografia de
torax revelava infiltado intersticial difuso. Foram ex-
cluidas todas as causas de febre de origem indetermi-
nada. O diagnéstico foi realizado por biépsia pulmo-
nar cirdrgica e foi prescrita terapéutica citostdtica
combinada e rituximab com boa resposta clinica. Re-
latamos o caso pela dificuldade diagnéstica e pela
boa resposta a terapéutica.

Rev Port Pneumol 2008; XIV (6): 857-868

Palavras-chave: Linfoma, intravascular, febre, pul-
monar.

Introducéio

temperature was 38.5 °C, pulse 100/min and respira-
tory 22 cycles/min.

Patient’s haemoglobin was 9.4g/dL, she had leukocyto-
sis, elevated LDH and arterial blood gas analysis with
moderate hypoxaemia (FiO, 1l/m: PaO,-63.6 mm
Hg). Chest X-ray revealed diffuse interstitial changes.
All the possible causes of unknown origin fever were
excluded.

Diagnosis was made through lung biopsy and treat-
ment with combined chemotherapy and rituximab was
prescribed leading to a 48 hours clinical remission. We
present this case to show how difficult this diagnosis
can be and how a good response to therapy is possible.

Rev Port Pneumol 2008; XIV (6): 857-868
Key-words: Lymphoma, intravascular, fever, pulmo-

nary.

Introduction

858

O linfoma intravascular ¢ uma forma rara e pe-
culiar de linfoma nao Hodgkin de células gran-
des B7. Caracteriza-se pela proliferacio celular
tumoral de linfécitos limitada aos pequenos
vasos'. E um tumor de dificil diagnéstico, sen-
do frequentemente s6 realizado post mortent.
O caso relatado, que teve apresentagao pul-
monar, ilustra a dificuldade na obtencao do
diagnéstico e a boa resposta deste tipo de
tumores a terapéutica estabelecida, quando
iniciada atempadamente.

Caso clinico

Doente de sexo feminino, 54 anos, nio fu-
madora. Internada no nosso servico para es-
clarecimento de quadro, com quatro meses
de evolugio, de febre (38° C), de predomi-
nio vespertino acompanhada de arrepios,
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Intravascular lymphoma is a very rare and
peculiar form of large B cell non-Hodgkin’s
lymphoma’. It is characterised by the pre-
sence of lymphoma cells in the lumina of
small vessels only'. It is a difficult-to-diag-
nose tumour, frequently only recognised
post mortem®.

The case we present had a pulmonary pre-
sentation and shows how difficult this diag-
nosis can be and how a good response to
therapy is possible when initiated quickly.

Case study

A female patient, 54 year-old non-smoker
was admitted to our hospital for further
examination of a four month long clinical
condition involving high fever (38° C)
mainly in the evening along with chills,
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sudorese nocturna, anorexia nio selectiva,
emagrecimento niao quantificado, astenia/
/adinamia e cansago para pequenos esforcos.
Anteriormente, estivera internada no hospi-
tal da 4rea de residéncia, tendo tida alta com
o diagnéstico de “fibrose pulmonar” e medi-
cada com prednisolona 60 mg/dia e azatio-
prina 100 mg/dia. Cerca de 48 horas apés a
alta, reiniciara febre alta e cansaco em repou-
so, sendo referenciada ao nosso servico.
Como antecedentes pessoais relevantes refe-
ria espondilite anquilosante, diagnosticada
e medicada hd dez anos — metotrexato na
dose de 5 mg e corticdides em doses baixas
(terapéutica que tinha interrompido um
més antes do inicio do quadro por “se sentir
bem”) e talassemia.

Objectivamente, apresentava mucosas desco-
radas e hidratadas, polipneia (frequéncia res-
piratéria de 22 cpm, FiO, de 21% — sat O,
95%), febre (38,5°C de temperatura timpa-
nica). A auscultagio pulmonar revelava mur-
murio vesicular rude nas bases e a cardiaca
taquicardia com tons ritmicos, sem sopros ou
extra-sons. Nio se observavam organomega-
lias nem adenomegalias nas cadeias acessiveis
aoexameobjectivo. Analiticamente destacava-
-se: Hg-9,4 g/dL com 72,5 fL VGM, 12 600x
x10% leucdcitos com 76,4% neutrdfilos e
15% linfécitos, VS-39 mm, PCR-10,2 mg/
/dL Na-125 mmol/L LDH -1498 U/L, TGO/
/TGP —18/38 U/L. Gasometria arterial (FiO,
11/m): PaO,-63,6 mm Hg

Na telerradiografia de térax (Fig. 1) notava-
-se densificacio linear e em vidro despolido
do parénquima pulmonar, sem sinais de
derrame pleural, sem cardiomegalia ou ou-
tras alteracoes valorizdveis.

Foi colocada a hipétese de sindroma febril in-
determinada e pesquisaram-se as causas infec-
ciosas, inflamatérias e neopldsicas que pode-
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night sweats, non-selective anorexia, un-
qualified weight loss, asthenia/debilitation
and tiredness with the least effort. Patient
had had a previous hospital admission and
had been discharged diagnosed with pul-
monary fibrosis, and prescribed predniso-
lone 60 mg/day and azathioprine 100 mg/
day. Around 48 hours after discharge, pa-
tient’s high fever and tiredness on resting
had returned. Patient was referred to our
Unit.

Her case history included ankylosing spon-
dylitis, which had been diagnosed ten years
ago. Patient had been prescribed methotre-
xate 5 mg, low dose corticosteroids and
thalassaemia. The patient had suspended
the first two medicaments a month before
onset of symptoms as she ‘felt well’.

The patient presented pale and watery mu-
cous membrane, respiratory 22 cycles/min,
FiO, 21%, O, saturation 95% and 38.5°C
fever. Lung auscultation revealed audible
vesicular murmur in the bases and rhythmic
tachycardia, with no murmurs or gallops.
No organomegaly or adenomegaly was seen
in the chains visible via exam. Analysis
showed Hg-9.4 g/dL with 72.5 fL VGM,
12.600 x10? leucocytes with 76.4% neutro-
phils and 15% lymphocytes, SR-39 mm,
PCR-10.2 mg/dL Na-125 mmol/L LDH
-1498 U/L, TGO/TGP - 18/38 U/L. Arte-
rial blood gas analysis (FiO, 11/m): PaO»-
63.6 mm Hg.

The thorax teleradiography (Fig. 1) showed
linear and ground glass pattern densifica-
tion of the pulmonary parenchyma. There
were no signs of pleural effusion, cardio-
megaly or other abnormalities.

Unknown origin fever was mooted and pos-
sible underlying infectious, inflammatory
and neoplastic causes were investigated. The
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Fig. 1 - Telerradiografia PA do térax (A) e perfil (B), cinco meses apds o inicio da apresentagao das queixas

REVISTA

Fig. 1 - PAteleradiography of thorax (A) and profile (B), five months after onset of symptoms

riam estar subjacentes. Realizou as seguintes
serologias: Widal, brucelose, VDRL/TPHA,
toxoplasmose, febre Q, Legionella, Mycoplas-
ma, parvovirus, Clamydia, doenca de Lyme,
doenga da arranhadela de gato, adenovirus,
Epstein-Barr, herpes 1 e 2, leishmaniose, he-
patites, VIH 1 e 2, citomegalovirus (antigene-
mia negativa) que foram negativas, hemocul-
turas seriadas e uroculturas negativas. O
estudo das colagenoses foi negativo. Os mar-
cadores tumorais (CEA, CA19,9, NSE, Cyfra
21,1 e SCC) encontravam-se dentro do limite
da normalidade, com excepcio do CA 125 —
90 U/ml (0-35) e B2 2,5 mg/l - (0,8-2,2).
Realizou ecocardiogramas transtoricico e
transesofdgico que nio mostraram altera-
¢oes, nomeadamente vegetagoes e ecografia
abdominal que excluiu a presenca de orga-
nomegalias. Mielograma com 11% de linf6-
citos sem células atipicas, sem dismorfias;
mieloculturas negativas.

Widal test, tests for brucellosis, VDRL/
TPHA, toxoplasmosis, Q fever, Legionella,
Mycoplasma, Parvovirus, Chlamydia, Lyme
disease, cat scratch disease, adenovirus, Ep-
stein-Barr virus, Herpes 1 and 2, leishman-
iosis, hepatitis, HIV 1 and 2, cytomegalovi-
rus (antigenemia-negative) and blood and
urine tests were performed, and all came
back negative. The test for collagenosis was
also negative. The tumoural markers (CEA,
CA19.9, NSE, Cyfra 21.1 and SCC) were
within normal limits, except for CA 125 —
90 U/ml (0-35) and B2 2.5 mg/l — (0.8-
-2.2).

Transthoracic and transesophageal echogra-
phy showed no abnormalities, particularly
vegetations and abdominal echography
ruled out organomegaly. Myelogram showed
11% of lymphocytes with no atypical cells
and with no dysmorphia. The myelocul-
tures were negative.
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Broncofibroscopia sem alteragées ma-
croscopicas, secre¢oes bronquicas sem al-
teracoes (PP] negativo) e lavado bronco-
alveolar (15x10% cels, 98% macréfagos,
1% linfécitos, sem CMYV, PPJ ou hemor-
ragia alveolar), biopsia bronquica com
processo inflamatério inespecifico, nao
tendo sido realizada biépsia pulmonar
transbronquica.

Era portadora de TC toracoabdominais
(Figs. 2 e 3) que revelavam padrio septal
com espessamento irregular dos septos in-
terlobulares e dreas em vidro despolido, au-
séncia de derrame pleural; abdémen sem
alteragoes.

Durante o internamento, a doente manteve-
-se com febre de predominio vespertino que
cedia parcialmente a antipiréticos (paraceta-
mol) , acompanhada de arrepios e calafrios,
sudorese nocturna e cansago em repouso,
com necessidade de oxigénio suplementar
para manter saturagoes de 90%.

Ao 10.° dia de internamento, foi evidencia-

The bronchofibroscopy revealed no ma-
croscopic abnormalities. Bronchial secre-
tion remained unchanged (negative PPJ)
as did bronchoalveolar lavage (15x10%
cells, 98% macrophages, 1% lympho-
cytes, negative for CMV, PPJ and alveo-
lar haemorrhage). Bronchial biopsy
showed  non-specific  inflammation.
Trans-bronchial lung biopsy was not per-
formed.

Thoracoabdominal CT (Figs. 2 and 3)
showed septa pattern with irregular inter-
lobular septal thickening and areas of
ground glass pattern. There was no pleural
effusion and the abdomen showed no ab-
normalities.

Patient’s fever continued during admission,
particularly in the evening. This was par-

tially cleared up with antipyretics (paraceta-
mol). Patient also presented chills, night
sweats and tiredness on resting, with sup-
plementary oxygen needed to maintain
90% saturations.

Fig. 2 (A e B) — Cortes de TC de alta resolugao realizada um més ap6s o inicio das queixas. Espessamento bilateral dos
septos interlobulares com alguns destes septos apresentando morfologia irregular

Fig. 2 (A and B) - High resolution CT scan slices performed a month after onset of symptoms show bilateral thickening of

the interlobular septa with some irregular septal morphology
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Fig. 3 (A e B) — Cortes de TC toracica realizada dois meses ap6s o inicio das queixas com manutengéo do padréo septal ,

agravamento do vidro despolido e derrame pleural bilateral

Fig. 3 (A and B) — CT scan slices performed two months after onset of symptoms show unchanged septa pattern, aggrava-
tion of the ground glass pattern areas and bilateral pleural effusion

da sépsis a Escherichia coli com isolamento
em hemo e uroculturas, tendo feito antibio-
terapia com meropenem e gentamicina (10
dias) e realizada bidpsia hepdtica para exclu-
sdo de tuberculose disseminada.

No 15.° dia registou-se agravamento clinico
marcado com subida da temperatura corpo-
ral (> 40.°C) e hipoxemia com saturagdes de
85% (FiO, 21%), tendo feito 3 g de metil-
prednisolona em 24 h e iniciado antimico-
bacterianos (prova terapéutica).
Analiticamente, constatou-se agravamento
da anemia, pardmetros inflamatérios persis-
tentemente positivos, hiponatremia e eleva-
¢ao da LDH (Fig. 4).

Imagjologicamente (TC e¢ RMN ' tordcicas),
encontrava-se manutengao do padrio reticular,
mas melhoria do derrame pleural (Figs. 5 € 6).
Dado que apresentava (ao 20.° dia) mielo-
culturas, biépsia hepdtica sem alteracoes e
exames culturais de bacilo de Koch negati-
vos, suspendeu-se terapéutica com antimi-
cobacterianos e, apesar do risco, realizou
biépsia pulmonar cirdrgica (Fig. 7).

Escherichia coli sepsis was isolated from
blood and urine cultures on the 10™ day of
hospital admission. Antibiotherapy with
meropenem and gentamycin (10 days) was
initiated and hepatic biopsy performed to
rule out disseminated tuberculosis.

There was marked clinical worsening on the
15% day: increased body temperature (> 40°C)
and hypoxaemia with 85% saturations
(FiO; 21%). Methylprednisolone 3 g /24 h
was prescribed and antimycobacterial treat-
ment initiated.

Worsened anaemia, positive persistent in-
flammation, hyponatraemia and increased
LDH were seen (Fig. 4).

Thoracic CT and NMR showed continued
reticular pattern but improved pleural effu-
sion (Figs. 5 and 6).

As the Day 20 myelocultures and hepatic
biopsy showed no abnormalities and the
culture exams for Koch’s bacillus were nega-
tive, antimycobacterial treatment was sus-
pended and surgical lung biopsy performed,
despite the risk (Fig. 7).
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Fig. 4 - Evolugao da LDH ao longo do internamento

Fig. 4 - LDH increase during hospital stay

Fig. 5 (A e B) - TC toracica realizada cinco meses apds o inicio da sintomatologia

Fig. 5 (A and B) — Thoracic CT scan performed five months after onset of symptoms

Fig. 6 — RMN torécica TSE T2: corte coronal com es-
~ pessamento dos septos interlobulares e pequeno
1 derrame pleural a esquerda

Y Fig. 6 - Thoracic NMR TSE T2: coronal slice with

{ = interlobular septal thickening and slight pleural ef-
o I

1 fusion to the left
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Fig. 7 (A, B, C, D) - Estudo histoldgico da biépsia pulmonar cirrgica: “infiltracéo intravascular por células linféides grandes
com nucleo vesiculoso com varios nucléolos, numerosas mitoses, macrofagos dispersos conferindo padrao em céu estre-
lado, imunorreactividade para LCA, CD20 (D), CD10 e CD5, negatividade para CD3, ciclina D1 e AE1/AES; indice prolife-
rativo Ki 67 elevado — Linfoma n&o Hodgkin B (CD20+) de células grandes intravascular”

Fig. 7 (A, B, C, D) — Surgical lung biopsy histology study showed intravascular infiltration by large lymphatic cells with ve-
sicular nucleus with several nucleolus, numerous mitosis, dispersed macrophages producing a starry-sky pattern, LCA, CD20
(D), CD10 and CD5 immunoreactivity, CD3, cyclin D1 and AE1/AE3 negative; raised Ki 67 proliferative index — non-Hodg-

kin’s lymphoma B (CD20+) of large intravascular cells

A biépsia 6ssea revelou medula normocelu-
lar com raros pequenos grupos de células
linféides grandes e com nucléolos evidentes,
CD20+, um dos quais parecia estar num es-
paco vascular.

Foi transferida para o servigo de hematolo-
gia do nosso hospital, onde iniciou terapéu-
tica com ciclofosfamida, doxorrubicina,
vincristina e prednisona (CHOP) e rituxi-

Bone biopsy showed normocellular bone
marrow with rare small groups of large lym-
phoid cells with evident nucluei, CD20+,
one of which seemed to be in a vascular
space.

Patient was transferred to Haematology and
treatment with cyclophosphamide, doxoru-
bicin, vincristine, and prednisone (CHOP)
and rituximab initiated (with a 14 day in-
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mab (com intervalo de 14 dias) observando-
-se apirexia e melhoria dos sintomas B as
24h. Teve alta clinica e hemodinamicamen-
te estdvel, apds dois ciclos de quimioterapia,
e completou oito ciclos em ambulatério.
Actualmente mantém-se assintomdtica (32
meses apds o diagndstico histolégico), com
regressio das imagens referidas (Fig. 8).
Mantém seguimento regular em consulta de
hematologia.

Discusséo e conclusoes

Descrito pela primeira vez em 1959 por
Pfleger e Tappeiner!, o linfoma intravascu-
lar teve virias denominagdes ao longo dos
anos: angioendoteliomatose sistémica ma-
ligna, linfomatose maligna intravascular,
linfoma angiotrépico de células grandes, se-
gundo a classificagao de Dukes-Collins, an-
gioendoteliotrépico intravascular, segundo
Kiel, e, mais recentemente, a WHO
reclassificou-o como subtipo de linfoma di-

A

4

terval). Apyrexia and improvement of the B
symptoms were seen. Patient was discharged
haemodynamically stable after two cycles of
chemotherapy and patient underwent eight
cycles on an out-patient basis.

Patient remains asymptomatic 32 months
after histological diagnosis, with return of
the images formerly seen (Fig. 8). Patient at-
tends regular follow-up Haematology ap-
pointments.

Discussion and conclusions

Intravascular lymphoma was first described
by Pfleger and Tappeiner in 1959', and has
undergone a variety of name changes over
the years: malignant (systemic) angioen-
dotheliomatosis, malignant intravascular
lymphomatosis, angiotropic large cell lym-
phoma — according to the Dukes-Collins
classification — angio-endotheliotropic (in-
travascular) lymphoma, according to Kiel,
and the WHO more recently classified it as

-

-

n
B B,

Fig. 8 (A, B) - TC toracica realizada seis meses apos o diagnostico histologico e apos os oito ciclos de quimioterapia, sem

alteragdes

Fig. 8 (A and B) - Thoracic CT performed six months after histological diagnosis and after the eight chemotherapy cycles,

showing no abnormalities
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fuso de células grandes B3. E um linfoma
nio Hodgkin bastante raro, corresponden-
do a menos de 1% de todos os linfomas.
Caracteriza-se pela proliferacio celular tumo-
ral (linfécitos grandes, com nucleos vesiculo-
sos e nucléolos proeminentes) limitada ao l4-
men dos pequenos vasos: artérias, veias e
capilares’, sem ou com pouco envolvimento
dos outros 6rgaos linforreticulares (linfdticos,
figado, bago e medula 6ssea) e do sangue peri-
férico que, em geral, se encontram envolvidos
neste tipo de patologia'; os sintomas sio cau-
sados por alteracdes do fluxo sanguineo ou
embolias resultantes da proliferagio macica
das células tumorais nos pequenos vasos.
Pouco se conhece sobre a sua etiologia e fi-
siopatologia, referindo-se que estd associado
a vdrios tipos de imunossupressio como in-
fecgao VIH ou situagdes pés-transplante e
foram descritas associacoes a infeccio com
virus Epstein-Barr?.

Nio existe predominio de sexo’ e a idade
média de apresentagio ronda os 70 anos’.
Relativamente 2 apresentagao, 2/3 destes tu-
mores tm envolvimento cutineo ou do
SNC¢, mas qualquer érgao pode estar envolvi-
do: pulmao, coragdo, préstata, tiride, pAncreas
ou figado. A apresentagao pulmonar mais fre-
quente ¢ a de pneumonia intersticial com hi-
poxemia; contudo, derrame pleural, sinais de
hipertensio pulmonar ou consolidagées (7
mor like) podem estar presentes. Nestes casos,
o diagnéstico pode ser realizado por bidpsia
pulmonar ou, menos frequentemente, por bi-
6psia pulmonar transbronquica'.

A presenca da triade cldssica (sintomas B, ane-
mia e elevagcbes muito acentuadas da LDH)
deve alertar os clinicos para o diagnéstico’.

O tratamento preconizado pela maioria dos
autores ¢ quimioterapia combinada: ciclo-
fosfamida, doxorrubicina, vincristina e pred-
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distinct clinico-pathological subtype of dif-
fuse large B-cell lymphoma’. It is a quite
rare non-Hodgkin’s type lymphoma, and
accounts for less than 1% of all lympho-
mas.

It is characterised by the presence of lym-
phoma cells in the lumina of small vessels
only, the arteries, veins and capillaries?, with
scarce or no involvement of other lym-
phorecticular tissues (lymph nodes, liver,
spleen and bone marrow) and peripheral
blood which in general are the hallmarks of
this type of pathology'. The symptoms are
caused by changes in the blood flow or em-
bolisms stemming from the massive proli-
feration of cancerous cells in small vessels.
Little is known of the aetiology and physio-
pathology. It is associated to several types of
immunosuppression, such as HIV infection
or post-transplant situations. It has been des-
cribed in association to infection with the
Epstein-Barr virus’.

It favours neither gender” and mean age at
presentation is approx. 70 years old>.
Two-thirds of these tumours have skin or
CNS involvement®, but any organ can be
affected: lung, heart, prostate, thyroid, pan-
creas or liver. While the most frequent form
of pulmonary presentation is interstitial
pneumonia with hypoxaemia, there could
also be pleural effusion or pulmonary hy-
pertension or tumour like signs. Here diag-
nosis could be made through lung biopsy,
or, less frequently, trans-bronchial lung
biopsy.

The presence of the classic triad (B symp-
toms, anaemia and marked LDH increase)
should lead clinicians to this diagnosis’.
The treatment recognised by the majority
of authors is combined chemotherapy: cy-
clophosphamide, doxorubicin, vincristine,
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nisona, associada a rituximab, um anticorpo
monoclonal anti CD-207.

E um tumor com mau progndstico, com
uma sobrevida de 2-48 meses (média de
dez) e uma mortalidade de 80%:2.

A dificuldade diagnédstica e o péssimo prog-
néstico relacionam-se com a inespecificida-
de dos sintomas de apresenta¢ao’, a auséncia
de sintomas cutineos/neuroldgicos e o ini-
cio tardio da terapéutica citostdtica. Estao
descritos na literatura algumas situagées de
excepgio, em que houve boa resposta a tera-
péutica, dado o inicio atempado da mesma.
Curiosamente, estes casos sdo de apresenta-
¢ao pulmonar', como o presente.

Ha4 referéncia a uma variante asidtica deste
tumor que se caracteriza por uma evolugio
clinica muito agressiva com febre, anemia,
trombocitopenia, hepatoesplenomegalia e
sindroma hemofagocitica e auséncia de sin-
tomas cutineos/neurolégicos, apresentando
uma mortalidade de 90%.

O caso que relatamos refere-se a uma mulher
mais jovem do que o descrito na literatura,
que, embora apresentasse serologias VIH e
Epstein-Barr negativas, fizera imunossupres-
s20 durante anos para patologia reumatoldgica
de base. A apresentagio dos sintomas foi ca-
racteristica: febre, sudorese e emagrecimento
(sintomas B), anemia e elevacio da LDH.
Contudo, a auséncia de envolvimento cuti-
neo/neuroldgico sobreposta ao atraso na valo-
rizagio das queixas respiratérias e das altera-
¢oes imagioldgicas protelou o diagnéstico. J4
Nno Nosso servico, a intercorréncia infecciosa e
a nao realizacio de bidpsia pulmonar trans-
bronquica também poderao ter contribuido
para aquele atraso. Acompanhou-se de uma
boa evolugio clinica e imagjoldgica, que tam-
bém, de acordo com a literatura, poderd fazer
parte de um grupo de excepgio, com apresen-
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and prednisone associated to rituximab, a
monoclonal anti-CD20 antibody’.

This tumour has a poor prognosis, with a
2-48 month (mean ten) survival rate and an
80% mortality rate?.

The difficult diagnosis and poor prognosis
are to do with non-specific presentation of
symptoms’, the lack of cutaneous/neuro-
logical symptoms and the late initiation of
cytostatic treatment. The literature describes
several exceptions in which there was a good
response to treatment, if initiated in time.
Interestingly these cases have a pulmonary
presentation!, as was the case with ours.
There are references to an Asian variant of
this tumour, which is characterised by a very
aggressive clinical outcome with fever, anae-
mia, thrombocytopenia, hepatosplenome-
galy, haemophagocytic syndrome and lack
of cutaneous/neurological symptoms, and a
mortality rate of 90%.

Our case concerns a younger woman then
those described in the literature, who was
negative for HIV and Epstein-Barr virus
and who had undergone immunosup-
pression for years for a base rheumato-
logical pathology. Patient presented the
classic symptoms of fever, night sweats
and weight loss (B-type symptoms), anae-
mia and raised LDH. However, the ab-
sence of cutaneous/neurological symp-
toms, allied with the lack of attention
paid to respiratory symptoms and imag-
ing abnormalities, dragged out the diag-
nosis. Even in our Unit, concomitant in-
fection and lack of trans-bronchial lung
biopsy could have added to the delay in
diagnosis. In tandem with favourable
clinical and radiology progress, which
also, as the literature describes, could be
part of the ‘exception’ group with pulmo-
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tagdo pulmonar, em que houve boa resposta a
terapéutica.
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