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Director (00/21)                                                           211D                                                                  

All VBA Regional Offices and Centers                        Training Letter 06-05                                                       

SUBJECT: Training letter on Lymphoid Malignancies, with emphasis on Chronic Lymphocytic Leukemia

1.  The purpose of this training letter is to provide medical information and rating guidelines on how to evaluate chronic lymphocytic leukemia, or CLL.  Three training exercises are included to reinforce the principles involved in evaluating CLL.  This letter is not intended to make policy but to restate and clarify existing policy.    

2.  If you have any questions or comments about the content of this letter or note any errors, please check the appropriate calendar pages at http://152.124.238.193/bl/21/publicat/Letters/TrngLtrs.htm
                                                             /s/

                                                        Renée Szybala

                                                                 Director 

                                                                 Compensation and Pension Service

Enclosure

Rating Guidelines for Chronic Lymphocytic Leukemia (CLL)

Background

This training letter provides general information on lymphoid malignancies with a special emphasis on chronic lymphocytic leukemia (CLL).  CLL was added as a presumptive disease associated with exposure to herbicides under 38 C.F.R. 3.309 (e) based on the report entitled, Veterans and Agent Orange:  Update 2002, from the National Academy of Sciences Institute of Medicine.  The regulatory amendment adding CLL was effective October 16, 2003.  

Remember also that leukemia is a chronic disease subject to presumptive service connection under §3.309(a).

General Information about lymphocytes:  leukemia vs. lymphoma

Lymphocytes are a type of white blood cell—part of the immune or infection fighting system.  A malignancy of lymphocytes may present either as involving primarily the bone marrow and blood or as a solid tumor(s) of the immune system.  When a lymphoid malignancy primarily involves the bone marrow and blood, the malignancy is referred to as leukemia.  When a lymphoid malignancy presents as a solid tumor(s) of the immune system (i.e., malignancy involving the lymph nodes, spleen or thymus), it is referred to as a lymphoma.  The distinction between leukemia and lymphoma is often difficult.  The clinical course of the malignancy can change over time; often a patient who presents with a lymphoma will develop the manifestations of leukemia over the course of the illness.  

Separate classifications systems exist for lymphomas and leukemias.  Lymphomas are divided into Hodgkin’s disease and Non-Hodgkin’s lymphomas (NHL).  A diagnosis of Hodgkin’s disease requires the presence of a particular type of cell called the Reed-Sternberg cell.  Leukemias are divided into four main types:  acute myeloid, chronic myeloid, acute lymphocytic, and chronic lymphocytic.    

Diagnosis of CLL

           CLL is often found incidentally when a complete blood count (CBC) is done for another reason.  It may also be diagnosed when a clinician performs a CBC for complaints of fatigue, frequent infections or new lymphadenopathy (enlarged lymph nodes).  A bone marrow biopsy is sometimes performed, although a number of physicians believe that the diagnosis of CLL does not always require a bone marrow biopsy.    

Clinical Manifestations 

Normally, bone marrow consists of cells that make red blood cells, white blood cells, and platelets.  In CLL, malignant lymphoid cells infiltrate the bone marrow and crowd out these cells.  This causes anemia and thrombocytopenia (reduced platelet count).

The effects of CLL on an individual may include immune destruction of red blood cells and platelets (autoimmune hemolytic anemia and autoimmune thrombocytopenia, respectively).  It can also cause decreased production of gamma globulin and red blood cells (hypogammaglobulinemia and red cell aplasia, respectively).  The immune manifestations of anemia and thrombocytopenia are usually completely reversible with proper therapy (i.e., steroids).  Hypogammaglobulinemia can be treated with gamma globulin.  

CLL is also associated with anemia and thrombocytopenia caused by hypersplenism (an “overactive” spleen).  Anemia and thrombocytopenia caused by a hypersplenism is reversible with splenectomy.

Anemia and/or thrombocytopenia when caused by an immune process associated with CLL or when caused by hypersplenism do not influence disease prognosis.      

As CLL progresses into its final stages, patients experience significant weight loss, fatigue, fever, night sweats, and massive adenopathy.    Death is often secondary to infection, anemia, bleeding, and complications of therapy.

Treatment 

            Treatment of lymphoid malignancies will vary depending on both the extent and type of malignancy.  There is no known cure for CLL.  The purpose of treatment is to prolong life.  Current treatment does not eradicate the leukemic cells.

Patients with no manifestations or symptoms of the disease other than bone marrow involvement and lymphocytosis (increased number of lymphocytes) have a median survival of more than 10 years.  Some will never require treatment for CLL.  These patients are often followed without specific therapy for their malignancy for several years.  

When patients present with enlarged lymph nodes, an enlarged spleen, or enlarged liver, most will require treatment in the first few years of diagnosis.  These patients have a median survival of about seven years.

Patients with either anemia or thrombocytopenia from bone marrow infiltration by lymphocytes have a median survival of less than two years. 

The major form of treatment for CLL is chemotherapy (i.e., fludarabine, chlorambucil or cyclophosphamide).  Chemotherapeutic regimens have not demonstrated any increase in long-term survival.  Some studies show an improvement in progression-free survival.  

Another form of treatment for CLL is biological therapy or immunotherapy (i.e., Rituximab or alemtuzumab).  Biological therapy may be combined with chemotherapy or used if chemotherapy is not working.

Between periods of treatment for CLL, patients may be asymptomatic.

Bone marrow and peripheral stem cell transplantation are under clinical evaluation.  Currently, they are used for only a select group of people.

Evaluating CLL

CLL is evaluated under diagnostic code 7703, leukemia.  CLL is different from the majority of leukemias because although it may have treatment phases throughout the course of the disease it does not have an inactive phase.  As a result, it will never be rated as anemia, aplastic anemia or on residuals.

DC 7703 Leukemia

With active disease or during a treatment phase                                
100

Otherwise rate as anemia (code 7700) or aplastic anemia (code 7716), whichever would result in the greater benefit.

NOTE: the 100 percent rating shall continue beyond the cessation of any surgical, radiation, antineoplastic chemotherapy or any therapeutic procedures.  Six months after discontinuance of such treatment, the appropriate disability rating shall be determined by mandatory VA examination.  Any change in evaluation based upon that or any subsequent examination shall be subject to the provisions of §3.105(e) of this chapter.  If there has been no recurrence, rate on residuals

Training Exercises

Exercise 1.

 A veteran, who served in the Republic of Vietnam between 1971 through 1973, files a claim for service connection for CLL in September of 2004.   

The veteran submits a report of a complete blood count (CBC) that was done during the course of a routine exam.  He had not had any blood work done for several years.  The veteran sent a copy of a progress note where his doctor  provided a diagnosis of CLL based on a review of the CBC.  A bone marrow biopsy was not performed.    

You request a C&P exam using the Hemic Disorder worksheet.  The veteran is seen in November 2004.  The report you receive back includes the following:

The veteran reports that he was treated for pneumonia at a local

clinic in February 2004.  No blood count was done.  The veteran

has no symptoms of fatigue, or other symptoms the examiner can

attribute to CLL.  The veteran’s exam reveals some enlarged lymph nodes, and a mildly enlarged non tender spleen.  The CBC again

shows an elevated white blood cell count (consistent with CLL) and

a hemoglobin of 12gm/100ml.  The examiner concurs with the 

diagnosis of CLL, suggests the veteran have a bone marrow biopsy,

but defers this to the treating provider.    

How would you evaluate this veteran?   

Discussion and evaluation:  
CLL is generally a slowly progressive disease.  In this situation, the examiner diagnosed CLL.  He has Vietnam service.  Therefore, this veteran should be service connected on a presumptive basis for CLL (38 CFR 3.309 (e)) and evaluated under Diagnostic Code 7703, leukemia, at 100 percent because the disease is considered active.   

Exercise 2.

 A 55-year-old veteran separated from the military eight months ago.  The veteran files a claim for service connection for CLL.  The veteran submits documents that show the following: On a routine examination performed a month ago, he was noted to have an elevated white blood cell count of 16,000/cu mm with an increased number of lymphocytes (60 percent lymphocytes).  The veteran’s physician confirms the diagnosis of CLL by performing a bone marrow biopsy.  The physician reports that the veteran is asymptomatic.  No treatment is recommended at this juncture.  The report includes that the veteran had no infections over the past year.  You have reviewed the service medical records.  While in the military the veteran had lab work twice, the last being two years prior to separation.  The white blood cell count was elevated, but there is no comment on this finding.  

How would you evaluate this veteran?

Discussion and evaluation:

The veteran currently has CLL and he was discharged from service eight months ago.  

A veteran is entitled to service connection for CLL where the evidence supports that CLL had its onset while the veteran was in the military.  Also, a veteran may be entitled to service connection for CLL on a presumptive basis under 38 CFR 3.309(a).  

The veteran should be service connected for CLL under diagnostic code 7703, leukemia at 100 percent on a presumptive basis

Although the veteran is asymptomatic and not receiving treatment, his CBC is consistent with active CLL.  The disease is considered active because the blood work shows the presence of leukemic cells.

Exercise 3.

 A 63 year old veteran carries a diagnosis of CLL, for which he is service connected at 100 percent under diagnostic code 7703, leukemia.  Three years ago, the veteran had severe anemia due to hypersplenism from CLL.  He was assigned a 100 percent evaluation at the time he had his spleen removed (38 C.F.R. 4.30, Convalescence).  Subsequently, the veteran was reevaluated and assigned 20 percent under diagnostic code 7706, splenectomy.  The veteran has decided to undergo chemotherapy with chlorambucil, and began treatment last month.  

How would you evaluate this veteran?

Discussion and evaluation:

The evaluation of the veteran’s CLL should be 100 percent under diagnostic code 7703, leukemia.  Entitlement to permanency should be considered because the disease is considered incurable.  
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