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Autoimmune myelofibrosis associated with Sjogren's syndrome successfully treated with steroids and improved myelofibrosis
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Introduction

Case Presenatation

Myelofibrosis is a disease that causes widespread bone marrow fibrosis as a result of the proliferation of reticulum fibers, collagen fibers, and bone marrow fibroblasts. There are two types of myelofibrosis: primary 
myelofibrosis of unknown cause (PMF) and secondary myelofibrosis secondary to other diseases. Of the two, secondary myelofibrosis that occurs secondary to autoimmune abnormalities is termed as autoimmune 
myelofibrosis (AIMF). Here, we describe an extremely rare case report, where myelofibrosis was treated with steroids in autoimmune myelofibrosis concomitant with Sjogren's syndrome.

【Case Presentation】 A 49-year-old Japanese man observed oral and epistaxis bleeding three days ago and 
visited our hospital. Blood test revealed a platelet count of 1×109/l, and he was hospitalized. The patient has 
long been aware of the Raynaud phenomenon, though the duration was unknown. Examination 8 months 
before the visit revealed no abnormalities other than a slight decrease in the platelet count to 110×109/l.
【Past History】 None 【Allergy】 None 【Medication】 None
【Famiry History】 Elderly sister Sjogren's syndrome 
【Review of System】 Smoking ：20/day × 29 years Alcohol ：None
【Physical Examination】
Blood Pressure 133/96 mmHg, Heart Rate of 109 beats per minute, Respiratory Rate of 16 per minute, Body 
temperature of 37.4℃. Hepatospleen and body lymph nodes were not palpable
Petechiae were present on the buccal mucosa and limbs

Bone Marrow Examination
hyperplastic bone marrow, and the number of megakaryocytes increased slightly to 44 cells/mm2; however no 
atypia or aggregation was observed.

HE staining ×100 Silver staining ×100

CD3 immunostaining ×100 CD20 immunostaining ×100

Clinical Course

HE staining ×100 Siver staining ×100

CD3 immunostaining ×100

Bone marrow examination on day 182
Aspiration was possible. Silver staining showed improved fibrosis to MF-0

CD20 immunostaining ×100

Discussion

Thoracoabdominal CT Whole spine MRI
a cyst in the lung field and no hepatosplenomegaly                          Hyperplastic marrow

Shirmer’s test below 5 mm/5 min Fluorescein test positive

• The characteristics of AIMF are listed in Table 1. However, not all features are often present.
• Differentiation between AIMF and PMF is particularly important. The presence or absence of megakaryocyte atypia in the bone 

marrow, the presence or absence of lymphocytic infiltration, and the presence of splenomegaly are particularly useful. (Table 1)
• The treatment for AIMF is considered to be steroids, and it has been reported that nearly 90% of those associated with SLE respond 

to steroids. Those that are not steroid-responsive may benefit from immunosuppressive agents.
• The course of treatment in case reports of AIMF associated with Sjögren's syndrome was as shown in Table 2. The mechanism of 

fibrosis is thought to involve lymphocytes and cytokines such as TGF-β.

Final Diagnosis：Autoimmune Fibrosis associated with Sjogren’s Syndrome
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Features AIMF PMF

Peripheral blood smear

Dysplasia - -

Tear drop cells +/- +

Leukoerythroblastosis +/- +

Eosinophilia - +/-

Basophilia - +/-

Bone marrow

Reticulin fibrosis MF-1 MF-2 to 3 in fibrotic stage

Osteosclerosis - +/-

Cellularity mostly hypercellular typically hypercellular

in prefibrotic stage, hypocellular

in fibrotic stage, normocellular

Dysplasia - megakaryocytic proliferation and atypia

Hyperplasia erythroid and megakaryocytic lineages granulocytic and megakaryocytic lineages

Intrasinusoidal hematopoiesis +/- +

Lymphoid infiltrates + +/-

Clinical features

Constitutional symptoms uncommon common

Splenomegaly uncommon common

Other signs

JAK2, CARL, or MPL mutation - + (90％ of cases)

+, present; -, absent; AIMF, autoimmune myelofibrosis; PMF, primary myelofibrosis
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