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TAFRO Syndrome

TAFRO syndrome (Thrombocytopenia, Anasarca, Fever,
Reticulin fibrosis, Organomegaly) is a rare clinical entity
which falls under the umbrella of idiopathic multicentric
Castleman Disease (iMCD).

Castleman disease (CD) is a lymphoproliferative disorder
with an ill-defined etiology. Explanations include impaired
immunoregulation, chronic inflammation, viral infections
like HIV, and Human herpesvirus (HHV-8), and deregulation
of inflammatory mediators like IL-6 and CD20. [1,2]

We report a case of TAFRO Syndrome in an elderly male
with no prior history of immunodeficiency.
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CASE DESCRIPTION

72-year-old Caucasian male with past medical history of
asthma, hypertension, coronary artery disease, atrial
fibrillation who presented to the clinic with fever,
thrombocytopenia (platelets 35 to 74 x103/uL), anemia
(hemoglobin 8 to 10 g/dL) and acute kidney injury.
Parasite smear showed babesiosis and antibiotics were
started. Anemia and thrombocytopenia persisted
despite resolution of fever.

Further decline in renal function was noted in addition
to the development of diffuse lymphadenopathy and
transudative ascites.

Bone marrow biopsy suggested nondescript
hypercellular primary marrow disorder with
megakaryocytic hyperplasia and MF1-reticulin

fibrosis. Hepatology recommended liver biopsy which
revealed steatohepatitis without cirrhosis.

PET-CT showed hypermetabolic axillary, mediastinal,
retroperitoneal, pelvic and inguinal lymph nodes.
Excisional lymph node biopsy was significant for hyaline
vascular/hypervascular CD. HHV-8 was negative.

He received corticosteroids, which improved his
thrombocytopenia and ascites. After starting siltuximab
(anti-IL-6 monoclonal antibody) infusions,
corticosteroids were tapered off.

An interval PET scan at 8 months showed improvement
in lymphadenopathy.

The patient has remained in clinical remission for over 2
years.
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DISCUSSION

The patient was diagnosed with iMCD with
TAFRO syndrome. He met 4 of 5 major criteria
and 2 of 2 minor criteria.

Diagnosing CD requires maintaining high
suspicion, and timely treatment is desirable to
limit disease morbidity. Corticosteroids and
targeting CD20 and IL-6 pathways have been
reported to be effective approaches to treating
iMCD and TAFRO Syndrome.

Other options include surgical resection,
chemotherapy, autologous stem cell
transplants, and treating underlying
immunodeficiency.
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