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T-cell prolymphocytic leukemia (T-PLL) is a rare
mature T-cell lymphoma' with poor prognosis.
The unified criteria for a diagnosis of T-PLL? in-
clude, among others, involvement of disease-
-specific sites, for example, splenomegaly or effu-
sions. T-PLL is known for its predilection for infil-
tration of extramedullary sites, which are most fre-
quently the pleura or the peritoneum, the skin, or
the central nervous system. Periorbital, conjuncti-
val edema is also frequently observed in patients
with T-PLL. While it is generally agreed that pleu-
ral effusion is a typical presentation of T-PLL, in-
volvement of the pulmonary alveolar septa and
spaces is not. Here, we report a case of a patient
with T-PLL who presented with lung involvement
mimicking proteinosis.

The 49-year-old man was diagnosed with T-PLL in
2020 based on an analysis of complete blood count

FIGURE 1
bilateral symmetric thickening of the interlobular septa in the lower lobes with concomitant ground-glass opacities in
the lung parenchyma, giving the appearance of a crazy paving pattern; B — coronal HRCT scan of the chest on a lung
window giving the appearance of the crazy paving pattern (before treatment)

with differential flow cytometry (CD45+, CD3+,
CD4+, CD8+, CD5+, CD2+, CD7+, TCRaf3+, TCRxS-,
CD45RO-, CD45RA~/dim CD1la-, TdT-, CD34-,
CD117-, and CD10-), and chromosomal abnormali-
ty inv(14)(q11g32). Due to a stable course of the dis-
ease,’ the second wave of the COVID-19 pandem-
ic, and unavailability of anti-SARS-CoV-2 vaccines,
a decision to postpone treatment was made despite
modest thrombocytopenia. Seven months later,
the patient experienced recurrent bilateral edema
of the lacrimal caruncle with an obstruction of lacri-
mal canaliculi. Another 4 months later, before com-
mencing treatment, computed tomography (CT)
was performed, revealing on chest high-resolution
CT (HRCT) bilateral ground-glass opacities with in-
tralobular septal thickening within the lower lobes,
that is, a crazy paving pattern, suggesting a diag-
nosis of pulmonary proteinosis (FIGURE 1A and 1B).

A — axial high-resolution computed tomography (HRCT) scan of the chest on a lung window demonstrating
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FIGURE 1

The bronchoalveolar lavage fluid (BALF) anal-
ysis did not confirm the diagnosis of proteino-
sis, on the contrary, the BALF culture was pos-
itive for Mycobacterium kansasii. Therapy with
rifampin, isoniazid, and ethambutol was initi-
ated. Despite negative cultures obtained after
3 and 6 months of treatment, there was a pro-
gression of the crazy paving pattern on chest
HRCT scans. At that time a decision was made to
perform a flow cytometry analysis of the BALF,
which yielded a positive result for the presence
of T-PLL cells (FiGuRE 1c-1E). The patient was start-
ed on intravenous alemtuzumab,’ which was as-
sociated with radiologic remission of the crazy
paving pattern on chest HRCT performed after
completion of treatment (FIGURE 1F and 16). Based
on the persistence of the T-PLL cells in the BALF,
and subsiding of T-PLL at all other locations,
the response to the first-line treatment was as-
sessed as a partial remission. As per available
evidence,® the response was consolidated with
allogeneic hematopoietic stem cell transplanta-
tion. At the time of writing this report, the pa-
tient is in complete remission as assessed by
routine procedures, with no signs of the crazy
paving on chest HRCT scans and with full do-
nor chimerism.

To summarize, the described patient present-
ed with an unusual extramedullary involvement
of the alveolar spaces in the course of T-PLL. To

POLISH ARCHIVES OF INTERNAL MEDICINE  2024; 134 (4)

C — flow cytometry (FC) analysis of the bronchoalveolar lavage fluid showing a population of agranular
CD45+ cells; D — FC result identifying the cells as CD3+ T-lymphocytes; E — FC results showing that the analyzed
lymphocytes are both CD4- and CD8-positive; F — axial HRCT scan of the chest on a lung window performed after

completion of induction treatment showing resolution of the crazy paving pattern; G — coronal HRCT scan showing
resolution of the crazy paving pattern (after treatment)

the best of our knowledge, this is the first descrip-
tion of lung involvement, presenting as a diffuse
infiltration of the alveolar spaces, and not a tu-
morous infiltration, typical of lymphomas.
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