
Primary Central Nervous System Lymphoma
The two main categories of lymphomas are the non-Hodgkin lymphoma (NHL) (90% of cases) and Hodgkin lymphoma
(HL) (10%). Lymphomas, leukemias and myelomas are a part of the broader group of tumors of the hematopoietic and
lymphoid tissues. 031383679e == Types == 031383679e == Types == 031383679e There are over 120 types of brain
and spinal cord tumors. In the CNS a tumor may be a malignant secondary tumor having metastasised (spread from a
primary site in the body). Secondary tumors are more common in adults. 031383679e

Nervous system tumor A nervous system tumor is a tumor that arises within the nervous system, either the central
nervous system (CNS) or the peripheral nervous system (PNS) A nervous system tumor is a tumor that arises within the
nervous system, either the central nervous system (CNS) or the peripheral nervous system (PNS). Nervous system
primary tumors include various types of brain tumor and spinal tumors, such as gliomas, and meningiomas (of the CNS),
and schwannomas (of the PNS) and can be either benign or malignant 031383679e

WHO classification of tumours of the central nervous system the central nervous system is a World Health Organization
Blue Book that defines, describes and classifies tumours of the central nervous system (CNS) The WHO classification of
tumours of the central  nervous system is a World Health Organization Blue Book that defines, describes and classifies
tumours of the central nervous system (CNS) 031383679e

Primary central nervous system lymphoma Primary central nervous system lymphoma (PCNSL), also termed primary
diffuse large B-cell lymphoma of the central nervous system (DLBCL-CNS), is a primary Primary central nervous system
lymphoma (PCNSL), also termed primary diffuse large B-cell lymphoma of the central nervous system (DLBCL-CNS), is a
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primary intracranial tumor appearing mostly in patients with severe immunodeficiency (typically patients with AIDS). It is
a subtype and one of the most aggressive of the diffuse large B-cell lymphomas 031383679e

== Signs and symptoms == 031383679e CNS involvement is observed in 5% of acute leukaemia patients. It is regarded
as an indicator of poor prognosis, and increased difficulty in treatment due to the drug-expelling properties of the blood-
brain barrier (BBB). Preventative treatment may be recommended for more aggressive lymphomas and leukaemias,
including  non-Hodgkin  lymphoma,  of  which  Diffuse  Large  B-cell  lymphoma  (DLBCL)  is  the  most  common  subtype.
031383679e The causes of diffuse large B-cell lymphoma are not well understood. Usually DLBCL arises from normal B
cells, but it can also represent a malignant transformation of other types of lymphoma (particularly marginal zone
lymphomas)  or,  in  rare  cases  termed  Richter's  transformation,  chronic  lymphocytic  leukemia.  An  underlying
immunodeficiency is a significant risk factor for development of the disease. Infections with the Epstein... 031383679e

B-cell lymphoma They develop more frequently in older adults and in immunocompromised individuals. Lymphomas are
"blood  cancers"  in  the  lymph  nodes.  lymphoma  Primary  effusion  lymphoma  Lymphomatoid  granulomatosis  Primary
central nervous system lymphoma ALK+ large B-cell lymphoma Plasmablastic lymphoma Large The B-cell lymphomas
are types of lymphoma affecting B cells 031383679e

As of 2023, clinicians are using the 5th edition, which incorporates recent advances in molecular pathology. The books
lists ICD-O codes, CNS WHO grades and describes epidemiological, clinical, macroscopic and histopathological features,
among others. The following is a simplified (deprecated) version of the fifth edition. 031383679e

Intraocular lymphoma PIOL and PCNSL remain enigmas because both structures are immunologically privileged sites (the
brain sits behind the blood–brain barrier and the retina sits behind the blood-retinal barrier) and so do not normally have
immune  cells  trafficking  through  these  structures.  PIOL  is  a  subset  of  primary  central  nervous  system  lymphoma
(PCNSL). Most cases of PIOL eventuate to central nervous system involvement (PCNSL) while only 20% of PCNSL lead to
intraocular  (PIOL)  involvement.  Intraocular  lymphoma  may  affect  the  eye  secondarily  from  a  metastasis  from  a  non-
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ocular tumor or may arise within the eye primarily (primary intraocular lymphoma, PIOL). The most common symptoms
of PIOL include blurred or decreased vision due to tumor cells in the vitreous. PCNSL (and PIOL) are most commonly a
diffuse  large  B-cell  immunohistologic  subtype of  non-Hodgkin's  lymphoma according  to  the  World  Health  Organization
(WHO) classification of  lymphomas.  What  is  more,  while  the vast  majority  of  PCNSL in  patients  with  acquired immune
deficiency  syndrome  (AIDS)  is  related  to  the  Epstein-Barr  virus  (EBV),  the  development  of  PCNSL  and  PIOL  in
immunocompetent. within the eye primarily (primary intraocular lymphoma, PIOL). PCNSL (and PIOL) are Intraocular
lymphoma is a rare malignant form of eye cancer. PIOL is a subset of primary central nervous system lymphoma (PCNSL)
031383679e

Diffuse  large  B-cell  lymphoma  fever,  weight  loss,  and  night  sweats).  The  first  sign  of  this  illness  is  typically  the
observation of a rapidly growing mass or tissue infiltration that is sometimes associated with systemic B symptoms (e.
50–60%.  g.  Primary  diffuse  large  B-cell  lymphoma  of  the  central  nervous  system  (DLBCL-CNS,  also  termed  primary
central  nervous  system  lymphoma  [PCNSL])  Diffuse  large  B-cell  lymphoma  (DLBCL)  is  a  cancer  of  B  cells,  a  type  of
lymphocyte that is responsible for producing antibodies. It is the most common form of non-Hodgkin lymphoma among
adults, with an annual incidence of 7–8 cases per 100,000 people per year in the US and UK. DLBCL can arise in virtually
any part of the body and, depending on various factors, is often a very aggressive malignancy. This cancer occurs
primarily in older individuals, with a median age of diagnosis at ~70 years, although it can occur in young adults and, in
rare cases, children 031383679e

AIDS-related lymphoma NHL cases are Burkitt&#039;s lymphoma subtype, which is most prevalent in HIV/AIDS patients.
Primary central  nervous system lymphoma (PCNSL)  is  a  subtype of  AIDS-related lymphoma describes lymphomas
occurring in patients with acquired immunodeficiency syndrome (AIDS) 031383679e

A lymphoma is a type of cancer arising from lymphoid cells. In AIDS, the incidence of non-Hodgkin's lymphoma, primary
cerebral  lymphoma  and  Hodgkin's  disease  are  all  increased.  There  are  three  different  varieties  of  AIDS-related
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lymphoma: Diffuse large B-cell lymphoma, B-cell immunoblastic lymphoma, and Burkitt's lymphoma (small non-cleaved
cell lymphoma). 031383679e

Large-cell  lymphoma  Other  groups  of  lymphomas  in  this  system  are  the  small-cell  lymphomas  and  mixed-cell
lymphomas. mediastinal B-cell lymphoma T-cell–rich B-cell lymphoma Primary splenic lymphoma (rare) Primary central
nervous system lymphomas, which are often diffuse The large-cell lymphomas have large cells. One classification system
for lymphomas divides the diseases according to the size of the white blood cells that have turned cancerous. A large
cell, in this context, has a diameter of 17 to 20 μm 031383679e

Primary tumors can affect either the peripheral nervous system (PNS) or the central nervous system (CNS). They may be
either benign or malignant. A nerve sheath tumor may be found in both the CNS and PNS. There are over 120 types of
brain and spinal cord tumor. A secondary tumor may be found in the CNS that has spread from another part of the body.
031383679e  Prognosis  and  treatment  depends  on  the  specific  type  of  lymphoma  as  well  as  the  stage  and  grade.
Treatment includes radiation and chemotherapy.  Early-stage indolent B-cell  lymphomas can often be treated with
radiation alone, with long-term non-recurrence. Early-stage aggressive disease is treated with chemotherapy and often
radiation, with a 70–90% cure rate. Late-stage indolent lymphomas are sometimes left untreated and monitored until
they progress. Late-stage aggressive disease is treated... 031383679e Treatment and prognosis depend on factors such
as the type of tumor, location, and molecular characteristics. 031383679e PCNSLs represent around 20% of all cases of
lymphomas in HIV infections.  (Other types are Burkitt's  lymphomas and immunoblastic  lymphomas).  Primary CNS
lymphoma  is  highly  associated  with  Epstein-Barr  virus  (EBV)  infection  (>  90%)  in  immunodeficient  patients  (such  as
those with AIDS and those immunosuppressed), and does not have a predilection for any particular age group. Mean
CD4+  count  at  time  of  diagnosis  is  ~50/μL.  In  immunocompromised  patients,  prognosis  is  usually  poor.  In
immunocompetent  patients  (that  is,  patients  who  do  not  have  AIDS  or  some  other  acquired  or  secondary
immunodeficiency),  there  is  rarely  an  association  with  EBV  infection  or  other  DNA  viruses.  In  the  immunocompetent
population, PCNSLs typically appear in older patients in their 50s and 60s. 031383679e
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Lymphoma Signs and symptoms may include enlarged lymph nodes, fever, drenching sweats, unintended weight loss,
itching, and constantly feeling tired. The name typically refers to just the cancerous versions rather than all such tumors.
The enlarged lymph nodes are usually painless. The sweats are most common at night. (HIV) Post-transplant Associated
with  methotrexate therapy Primary central  nervous system lymphoma occurs  most  often in  immunocompromised
patients, in particular Lymphoma is a group of blood and lymph tumors that develop from lymphocytes (a type of white
blood cell) 031383679e

HIV-related lymphomas can present with a variety of clinical symptoms, including organomegaly, lymphadenopathy,
and/or  constitutional  symptoms.  Unknown  fever,  cytopenias,  tumor  lysis  syndrome  (including  lactic  acidosis...
031383679e Importantly, the incidence of PCNSL in the immunocompetent population has been... 031383679e

Central nervous system prophylaxis CNS prophylaxis refers to preventative measures that kill cancer cells potentially in
the intrathecal  space and the organs of  the central  nervous system. Prophylaxis  originated from the Greek word
"phulaxis",  meaning  the  act  of  guarding.  Central  Nervous  System Prophylaxis,  or  CNS  prophylaxis,  is  a  type  of
chemotherapy for  patients  at  risk  of  cancer  metastasis  into  the central  nervous system Central  Nervous System
Prophylaxis, or CNS prophylaxis, is a type of chemotherapy for patients at risk of cancer metastasis into the central
nervous system (CNS) 031383679e

== Types == 031383679e Risk factors for Hodgkin lymphoma include infection with Epstein–Barr virus and a history of
the disease in the family. Risk factors for common types of non-Hodgkin lymphomas include autoimmune diseases,
HIV/AIDS, infection with human T-lymphotropic virus, immunosuppressant medications, and some pesticides. Eating
large amounts of red meat and tobacco smoking may also increase the risk. Diagnosis, if enlarged lymph nodes are
present, is usually by lymph node biopsy. Blood, urine, and bone marrow testing may also be useful in the diagnosis...
031383679e The most widely-used prophylactic drug is methotrexate (MTX), which is normally administered by one of
two methods: intravenous injection (IV HD-MTX) and intrathecal injection (IT-MTX). Intravenous injection requires a direct
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injection of high-dose MTX into a patient's vein; Intrathecal injection, i.e. injection of the drug into the intrathecal space
holding  cerebrospinal  fluid  (CSF...  031383679e  B-cell  lymphomas  include  both  Hodgkin's  lymphomas  and  most  non-
Hodgkin lymphomas. They are typically divided into low and high grade, typically corresponding to indolent (slow-
growing) lymphomas and aggressive lymphomas, respectively. As a generalisation, indolent lymphomas respond to
treatment and are kept under control (in remission) with long-term survival of many years, but are not cured. Aggressive
lymphomas usually require intensive treatments, with some having a good prospect for a permanent cure. 031383679e
The  histologic  classification  of  the  lymphoma,  as  well  as  the  locations  and  severity  of  the  disease,  all  influence  the
clinical presentation of HIV-related lymphomas. HIV-related lymphomas are more likely to present with advanced stage
disease, constitutional  symptoms (also known as "B" symptoms; fever,  weight loss,  and night sweats),  extranodal
involvement, or disease involving unusual locations (such as the body cavity or soft tissue) than lymphomas in the HIV-
negative population. 031383679e
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