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Spontaneous Bleed in a Patient With Thrombocytopenia
Due to Multi-System Langerhan’s Histiocytosis

Jossef Amirian® ®, Huy Hoang?, Sumathi Kemisetti?®

Abstract

Langerhan’s cell histiocytosis (LCH) is an uncommon disorder that
can vary in presentation, ranging from single-system to multi-sys-
tem organ involvement. Herein is a case of multi-system LCH in a
50-year-old female found to have splenomegaly and severe throm-
bocytopenia, which resulted in a spontaneous bleed. This rare case
highlights the possible occurrences which can occur with such a con-
dition and more importantly focuses on the proper management and
treatment modalities which should be available in such conditions.
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Introduction

Langerhan’s cell histiocytosis (LCH) is a rare disorder that is
characterized by the proliferation and infiltration of dendritic
cells which are similar in morphology to Langerhan’s cells
of the skin and mucosa [1]. It is a disease that is most often
characterized by osteolytic bone lesions but it can also vary in
presentation, ranging from single-system involvement to mul-
ti-system organ involvement [2]. We report a rare case of mul-
ti-system LCH in a 50-year-old female causing splenomegaly
and severe thrombocytopenia, leading to a spontaneous bleed.

Case Report

A 50-year-old Caucasian woman presented to the ED with a dif-
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fuse rash over her lower extremities, chest, and back after being
seen by her hematologist. Her medical history was significant
for LCH with multiple complications, including primary scle-
rosing cholangitis, cirrhosis, secondary hypothyroidism and
diabetes insipidus caused by LCH infiltration of the gallblad-
der and pituitary gland. She had undergone chemotherapy with
6-mercaptopurine and then with cladribine with her most recent
cycle 2 years prior. She denied any symptoms such as epistaxis,
hemoptysis, hematemesis, hematuria, hematochezia, or melena.

On examination, there were diffuse, non-blanchable pete-
chiae over her lower extremities, back and chest. Examination
of the abdomen revealed splenomegaly. Labs showed pancy-
topenia with a platelet count of 1. In July of 2012, her platelet
count was 67. Ultrasound of the abdomen revealed a spleen
19 cm in length. She was given 3 U of platelets; however, her
platelet count remained at 1. She was then given filgrastim and
romiplostim in an attempt to stimulate bone marrow produc-
tion of leukocytes and platelets. Her leukocyte count respond-
ed; however, her platelet count remained at 1. A bone marrow
biopsy was done which showed atypical lymphoreticular ag-
gregates consistent with LCH, but with a normal number of
megakaryocytes with normal morphology.

Her thrombocytopenia and lack of response to platelet
transfusions was attributed to platelet sequestration in the
spleen. Surgical oncology was consulted and they recom-
mended laproscopic splenectomy. Because of her high MELD
score and high risk of mortality (greater than 30% 90-day post-
operative mortality), gastroenterology was consulted for clear-
ance and an MRCP was done which showed no portal vein
thrombus or hematoma. The patient was then scheduled for
laproscopic splenectomy.

However the day before surgery, she began to have sponta-
neous bleeding. She developed both hematochezia and hema-
turia. On physical exam, she was pale and diaphoretic and her
hemoglobin dropped from 7.5 to 6.5. She was given PRBCs.
Surgical oncology was called for urgent, open splenectomy.
Open splenectomy was successful and she immediately began
to respond to platelet transfusions. At first her platelets were
213, but normalized to a baseline of 30 - 80. She was given
platelets as needed when her platelets would drop below 20.
The patient was started on high dose steroids and given romi-
plostim and her platelet count stabilized at 30 - 40 without the
need for platelet transfusions. She was then discharged with a
slow, tapering dose of steroids.
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Discussion

This is a rare presentation of severe thrombocytopenia and
spontaneous bleed in a patient with multi-system LCH. LCH
is a rare disorder characterized by dysplasia and infiltration
of immune cells similar in phenotype and morphology to the
Langerhan’s cells of the mucosa and skin single-system in-
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