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a b s t r a c t

Hairy cell leukemia is different from most other hematologic ma-
lignancies because it is so rare. Patient concerns include finding a
knowledgeable physician, confirming the diagnosis at the initial
presentation, coping with treatment side effects and monitoring
for potential relapse of this chronic disease.
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Whenwewere asked to write this article from the patient's perspective, it didn't seem so difficult a
project. After all, each of us has lived with hairy cell leukemia (“HCL”) for many years. Both of us have
had multiple relapses and been treated with several different drugs. We could have just told our
personal stories. But this article cannot be written from one patient's point of view. Even between the
two of us, our stories are vastly different from each other. Each patient's situation is unique. We have
tried to explain our concerns as patients, as well as concerns expressed by other HCL patients we have
met as Directors of the Hairy Cell Leukemia Foundation (“Foundation”). We have also reviewed and
incorporated questions patients and familymembers sent to the Ask an Expert feature on the Hairy Cell
Leukemia Foundation's website [1].

Orphan disease

Hairy cell leukemia is different from most other hematologic malignancies because it is so rare [2].
Since the incidence of hairy cell leukemia is less than 1 per 100,000 person years [2], most hematol-
ogists rarely see an HCL patient. Therefore, physicians need to bring themselves up to date in treating
this rare disease. They should be willing to consult with an HCL specialist for an expert opinion. Second

* Corresponding author. 210 North Avenue East Cranford, NJ 07016, USA. Tel.: þ1 908 272 6300; fax: þ1 908 272 6302.
E-mail addresses: estone@earljstoneltd.com (E.J. Stone), margolin5@yahoo.com (M. Margolin).

1 790 Estate Drive, Suite 180, Deerfield, IL 60015, USA. Tel.: þ1 847 267 9060; fax: þ1 847 945 8812.

Contents lists available at ScienceDirect

Best Practice & Research Clinical
Haematology

journal homepage: www.elsevier .com/locate/beha

http://dx.doi.org/10.1016/j.beha.2015.09.001
1521-6926/© 2015 Elsevier Ltd. All rights reserved.

Best Practice & Research Clinical Haematology 28 (2015) 264e268

mailto:estone@earljstoneltd.com
mailto:margolin5@yahoo.com
http://crossmark.crossref.org/dialog/?doi=10.1016/j.beha.2015.09.001&domain=pdf
www.sciencedirect.com/science/journal/15216926
http://www.elsevier.com/locate/beha
http://dx.doi.org/10.1016/j.beha.2015.09.001
http://dx.doi.org/10.1016/j.beha.2015.09.001
http://dx.doi.org/10.1016/j.beha.2015.09.001


opinions should be encouraged with any life altering diagnosis, but especially with a disease as rare as
HCL. This includes a second pathology review by an expert in HCL. The Hairy Cell Leukemia Founda-
tion's website offers a link to the Centers of Excellence [3] in hairy cell leukemia, which are available for
clinicians to contact for advice or referrals.

Referral

Being referred to a hematologist is scary. The patient may have seenmultiple doctors for unresolved
symptoms or received abnormal test results. They don't understand the results of the blood tests they
have taken or the CT scan that shows an enlarged spleen. At this stage, some patients may not know the
difference between a platelet and a lymphocyte and not even know where their spleen is located.
Hematologists need to understand these new patients are learning a whole new language.

After carefully listening to the patient, the hematologist needs to explain what further tests need to
be done to obtain a proper diagnosis. Patients will want to know:

� Why does a bone marrow biopsy need to be done?
� What do I need to do to prepare for it?
� Will I be given anesthesia?
� Based on my symptoms, is a biopsy necessary?
� What are the side effects/risks of a bone marrow biopsy?

Test results must be discussed with the patient as soon as possible. Waiting for test results (espe-
cially the results from a bone marrow biopsy) is one of the most anxious times for a patient.

Diagnosis

Be prepared … once patients have processed the diagnosis, they will ask a lot more questions.

� Are you sure its hairy cell leukemia?
� Is there a cure?
� Am I going to die from hairy cell leukemia?
� What tests were done to confirm the diagnosis?
� Are there additional tests that should be done?
� What do the numbers on my blood test mean?
� What causes hairy cell leukemia?
� Is hairy cell leukemia hereditary?
� How many patients with hairy cell leukemia have you treated?
� Can I speak to the pathologist?
� What are the treatment options?
� What are the short term and long term side effects of treatment?
� Can I continue to work while being treated?
� Can I have children?
� How will I know whether the treatment worked?
� Should I begin treatment now or wait until my blood counts get worse?
� Where should I go for a second opinion?

Patients need to be assured that, while HCL remains an incurable disease [4], there are treatments
available resulting in complete remission for most patients and most lead fairly normal lives for nearly
normal lifespans [5]. Probably the most important thing a doctor can do to help a patient deal with this
diagnosis is to allow time to answer all questions and provide the resources to help the patient navigate
this process. This should include a list of organizations that provide support as patients often seek tomeet
and engagewith others sharing their diagnosis [6]. The Hairy Cell Leukemia Foundation's regional patient
seminars provide patients with the opportunity to meet others with this rare disease. The Foundation's
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