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Introduction

Hypereosinophilia is a clincial condition that
classified into secondary, clonal and idiopathic. Secondary
hypereosinophilia is caused by tissue helminthic infection,
parasiticinfestations, atopy, allergicreactions, vasculitis, or drugs

like allopurinol and carbamazepine. Clonal hypereosinophilia

can

represents neoplastic proliferation of eosinophils as part of
an underlying stem cell-derived myeloid malignancies and can
accompany all types of leukemia and lymphoma [1,2]. Idiopathic
hypereosinophilic syndrome (IHS) represents a multisystem
disorder defined by sustained eosinophilia; 1.5 x 10(9)/L or
greater for at least 6 months (a shorter duration is acceptable
in the presence of symptoms that require eosinophil-lowering
therapy), of an undetectable cause with evidence of organ system
dysfunction (cardiovascular system, skin, central and peripheral
nervous system, gastrointestinal tract, eyes). Endomyocardial
fibrosis is considered the most classic and known complication
of prolonged IHS. Further, skin lesions, multiple erythematous
indurated plaques, can be the dominating and/or presenting
symptom in about 50% of patients [1-5]. Diagnosis of IHS implies
that both secondary and clonal eosinophilia have been ruled out
as possible diagnoses. For example, the more accurate term to
describe eosinophilia associated with clonal or phenotypically
abnormal lymphocytes is lymphocytic variant hypereosinophilia,
not lymphocytic variant IHS. Further, rare instances of
congenital eosinophilia must be considered in pediatric cases
[2]. In 1997, it was previously mentioned that over expression
of IL-5 in transgenic mice was shown to lead to both peripheral
blood eosinophilia and tissue eosinophilia [5]. Later, in 2007,
a population of aberrant T cells that secretes interleukin-5
have been identified in a subset of patients, indicating the
existence of lymphocyte-mediated hypereosinophilia. Further,
the characterization of specific genetic alterations linked to
clonal eosinophilia has been achieved. The most frequently
encountered genetic aberrancy is the cryptic FIP1-like 1 /platelet-
derived growth factor receptor alpha (FIP1L1-PDGFRA) fusion
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transcript, which results in an eosinophilic, myeloproliferative
disorder [6]. In addition, Further, BCR-ABL1 was recently
suggested to be screened in those patients [7]. It's noteworthy
that manifestations of IHS can be so diverse and may include
among others: cholecystitis and recurrent gastroenteritis [8],
monoarticularsynovitis with synovial fluid [9], hepatitis and
achalasia [10], primary biliary cirrhosis [11], angina pectoris
[12], or even chronic orofacial pain and mucosal inflammation
[13]. Cotricosteroids are widely used in IHS treatment. Prompt
responses usually were observed in patients who received
prednisone at a dose of 1mg/kg daily.Hydroxyurea, imatinib,
nilotinib, alemtuzumab, and mepolizumab have been also used
in corticosteroid-unresponsive or relapsed patients depending
on some markers e.g. usage of tyrosine kinase inhibitors in
FIP1L1-PDGFRA-positive patients [2,6,14].

References

1. Mahajan VK, Singh R, Mehta KS, Chauhan PS, Sharma §, et al. (2014)
Idiopathic hypereosinophilic syndrome: a rare cause of erythroderma.
] Dermatol Case Rep 8(4): 108-114.

2. Tefferi A, Gotlib ], Pardanani A (2010) Hypereosinophilic syndrome and
clonal eosinophilia: point-of-care diagnostic algorithm and treatment
update. Mayo Clin Proc 85(2): 158-164.

3. Yameogo NV, Diallo O, Kagambega L], Seghda A, Sanou F, et al. (2016)
Isolated aortic valvular and pulmonary involvement during essential
eosinophilia. Ann Cardiol Angeiol 65(1): 54-57.

4. De Yampert NM, Beck LA (1997) Eosinophilia and multiple
erythematous indurated plaques. Idiopathic hypereosinophilic
syndrome (IHS). Arch Dermatol 133(12): 1581-1584.

5. Trueb RM (1997) [Idiopathic eosinophilia]. Der Hautarzt; Zeitschrift
fur Dermatologie, Venerologie, und verwandteGebiete 48(3): 153-156.

6. Kalac M, Quintas-Cardama A, Vrhovac R, Kantarjian H, Verstovsek S
(2007) A critical appraisal of conventional and investigational drug
therapy in patients with hypereosinophilic syndrome and clonal
eosinophilia. Cancer 110(5): 955-964.

7. Langabeer SE (2016) Screening for BCR-ABL1 in Patients with an

Isolated Eosinophilia. Clin Lab 62(10): 2073-2074.
8. Shimazu Y, Nagata H (2017)

Idiopathic  hypereosinophilic


http://dx.doi.org/10.19080/JETR.2017.02.555586

https://www.ncbi.nlm.nih.gov/pubmed/25621091/
https://www.ncbi.nlm.nih.gov/pubmed/25621091/
https://www.ncbi.nlm.nih.gov/pubmed/25621091/
https://www.ncbi.nlm.nih.gov/pubmed/20053713
https://www.ncbi.nlm.nih.gov/pubmed/20053713
https://www.ncbi.nlm.nih.gov/pubmed/20053713
https://www.ncbi.nlm.nih.gov/pubmed/25637397
https://www.ncbi.nlm.nih.gov/pubmed/25637397
https://www.ncbi.nlm.nih.gov/pubmed/25637397
https://www.ncbi.nlm.nih.gov/pubmed/9420548
https://www.ncbi.nlm.nih.gov/pubmed/9420548
https://www.ncbi.nlm.nih.gov/pubmed/9420548
https://www.ncbi.nlm.nih.gov/pubmed/17654661
https://www.ncbi.nlm.nih.gov/pubmed/17654661
https://www.ncbi.nlm.nih.gov/pubmed/17654661
https://www.ncbi.nlm.nih.gov/pubmed/17654661
https://www.ncbi.nlm.nih.gov/pubmed/28164528
https://www.ncbi.nlm.nih.gov/pubmed/28164528
https://www.ncbi.nlm.nih.gov/pubmed/28378039

Journal of Endocrinology and Thyroid Research

syndrome manifesting with eosinophilic cholecystitis and recurrent  12.Fraticelli P, Kafyeke A, Mattioli M, Martino GP, Murri M, et al. (2016)

gastroenteritis. Ann Hematol 96(6): 1061-1063. Idiopathic hypereosinophilic syndrome presenting with severe
. o . . vasculitis successfully treated with imatinib. World J Clin Cases 4(10):
9. Muralidharagopalan NR, Harikrishnan V, Subbaiah S, Srinivasan 328-332

C (2015) Idiopathic eosinophilic synovitis of the knee joint with
peripheral eosinophilia - a rare case report. J Clin Diagn Res 9(1):  13.Emshoff R, Bertram S, Kreczy A (1999) Idiopathic maxillary pain:

RD01-RDO02. prevalence of maxillary sinus hyperactivity in relation to allergy,
. . . . - chronic mucosal inflammation, and eosinophilia. Oral Surg Oral Med
10. Cheung AC, Hachem CY, Lai ] (2016) Idiopathic hypereosinophilic Oral Pathol Oral Radiol Endod 87(6): 685-690.
syndrome presenting with hepatitis and achalasia. Clin ] Gastroenterol
9(4): 238-242. 14.Yilmaz I, Kaynar L, Tutar N, Pala C, Canoz O, et al. (2016) Response

to imatinib in patient with corticosteroid-unresponsive idiopathic

11. Tsesmeli NE, Savopoulos CG, Kaiafa GD, Giannoulis KE, Vretou EE, et al. hypereosinophilic syndrome. Rev Port Pneumol 22(1): 59-60

(2007) Primary biliary cirrhosis presenting with isolated eosinophilia.
Journal of clinical gastroenterology 41(3): 334-335.

This work is Iic.ens.ed unde.r Creative Your next submission with Juniper Publishers
Commons Attribution 4.0 Licens .
DOI: 10.19080/JETR.2017.02.555586 will reach you the below assets

Quality Editorial service

Swift Peer Review

.

Reprints availability

E-prints Service

Manuscript Podcast for convenient understanding

.

Global attainment for your research

.

Manuscript accessibility in different formats
( Pdf, E-pub, Full Text, Audio)
¢ Unceasing customer service

Track the below URL for one-step submission

https://juniperpublishers.com/online-submission.php

m How to cite this article: Mina T K.ldiopathic Hypereosinophilic Syndrome: Etiology, Diagnosis, Manifestations and Management. J Endocrinol Thyroid
Res. 2017; 2(3): 555586.D0I: 10.19080/JETR.2017.02.555586


http://dx.doi.org/10.19080/JETR.2017.02.555586

https://www.ncbi.nlm.nih.gov/pubmed/28378039
https://www.ncbi.nlm.nih.gov/pubmed/28378039
https://www.ncbi.nlm.nih.gov/pubmed/25738047/
https://www.ncbi.nlm.nih.gov/pubmed/25738047/
https://www.ncbi.nlm.nih.gov/pubmed/25738047/
https://www.ncbi.nlm.nih.gov/pubmed/25738047/
https://www.ncbi.nlm.nih.gov/labs/articles/27294613/
https://www.ncbi.nlm.nih.gov/labs/articles/27294613/
https://www.ncbi.nlm.nih.gov/labs/articles/27294613/
http://journals.lww.com/jcge/Citation/2007/03000/Primary_Biliary_Cirrhosis_Presenting_With_Isolated.21.aspx
http://journals.lww.com/jcge/Citation/2007/03000/Primary_Biliary_Cirrhosis_Presenting_With_Isolated.21.aspx
http://journals.lww.com/jcge/Citation/2007/03000/Primary_Biliary_Cirrhosis_Presenting_With_Isolated.21.aspx
https://www.ncbi.nlm.nih.gov/pubmed/27803915/
https://www.ncbi.nlm.nih.gov/pubmed/27803915/
https://www.ncbi.nlm.nih.gov/pubmed/27803915/
https://www.ncbi.nlm.nih.gov/pubmed/27803915/
https://www.ncbi.nlm.nih.gov/pubmed/10397658
https://www.ncbi.nlm.nih.gov/pubmed/10397658
https://www.ncbi.nlm.nih.gov/pubmed/10397658
https://www.ncbi.nlm.nih.gov/pubmed/10397658
https://www.ncbi.nlm.nih.gov/pubmed/26416165
https://www.ncbi.nlm.nih.gov/pubmed/26416165
https://www.ncbi.nlm.nih.gov/pubmed/26416165
https://juniperpublishers.com/online-submission.php
http://dx.doi.org/10.19080/JETR.2017.02.555586


	Totle
	Introduction
	References

