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A Case of Primary Autoimmune Myelofibrosis

Yeongmin Lim', Chi Young Park', Won jung Hong', Gwangil Kim®, Soyoung Chong', and Doyeun Oh'

Departments of 'Internal Medicine and ZPathology, School of Medicine, CHA University, Seongnam, Korea

Primary autoimmune myelofibrosis, the development of which is not preceded by a well-defined autoimmune disease, has re-

cently been defined as a distinct clinicopathologic syndrome. We report herein a case of a 68-year-old woman who was diagnosed

with primary autoimmune myelofibrosis and present a review of the literature. The patient manifested peripheral pancytopenia, was

positive for autoantibodies, and developed myelofibrosis with no preceding autoimmune or hematologic disorders. Her condition
was dramatically improved after administration of prednisolone. (Korean J Med 2014;86:632-636)
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Figure 1. Peripheral smear showed leukoerythroblastic features
with mild poikilocytosis.
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Figure 2. Biopsy specimen showed hypercellular marrow (70- 80%) (A, B) Hematoxylin and eosin staining showed that the normal
hematopoietic components were markedly depressed. Most of the marrow space was replaced with small- to medium-sized lymphoid
cells (A, X 400; B, x 1,000). (C) Reticulin silver staining showed a mild reticulin fiber network (x 400). (D) Masson’s trichrome staining
showed mild fibrosis (x 400).
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Figure 3. Progress of the patient during hospitalization. The red
arrow indicates each single-unit red blood cell transfusion. The
blue arrow indicates each single-donor apheresis platelet trans-
fusion. Dramatic recovery of the platelet count was noted soon
after administration of prednisolone. IVIG, intravenous immuno-
globulin; WBC, white blood cells; Hb, hemoglobin; PLT, plate-
lets; HD, hospital days.
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