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Pathology 20 Questions (160 to 179)

160.
All of the following statements regarding subendocardinal infarction are true, except :

1.
These are multifocal in nature.


2.
These often result from hypotension or shock.


3.
Epicarditis is not seen.


4.
These may result in aneurysm.

Answer


4.
These may result in aneurysm.
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Discussion

Transmural infarcts involve the whole thickness of myocardium from epicardium to endocardium and are usually characterized by abnormal Q waves on ECG. Nontransmural or subendocardial infarcts do not extend through the ventricular wall and cause only ST segment and T-wave abnormalities. Subendocardial infarcts usually involve the inner 1/3 of the myocardium where wall tension is highest and myocardial blood flow is most vulnerable to circulatory changes. They may also follow prolonged hypotension. Because the transmural depth of necrosis cannot be precisely determined clinically, infarcts are better classified by ECG as Q wave and non-Q wave. The volume of myocardium destroyed can be estimated by the extent and duration of CK elevation.
Explanation

1. These are multifocal in nature.
2. These often result from hypotension or shock.
3. Epicarditis is not seen in subendocardial infarctions as these infarctions necrosis is limited to the inner one third or at the most one half of the ventricular wall

4. These may not result in aneurysm

Comments

Ventricular aneurysm is common, especially with a large transmural infarct (most commonly anterior) and good residual myocardium. Aneurysms may develop in a few days, weeks, or months. They do not rupture but may be associated with recurrent ventricular arrhythmias and low cardiac output. Another hazard of ventricular aneurysm includes mural thrombus and systemic embolization. 
Tips

An aneurysm may be suspected when paradoxical precordial movements are seen or felt, accompanied by persistent elevation of ST segments on the ECG or a characteristic bulge of the cardiac shadow on x-ray. Echocardiography helps establish the diagnosis and determine the presence of a thrombus. Administration of ACE inhibitors during acute MI modifies LV remodeling and may reduce the incidence of aneurysm.
161.
All of the following are true for mitral valve prolapse, except :

1.
Transmission may be as an Autosomal dominant trait.


2.
Majority of the case present with features of mitral regurgitation.


3.
The value leaflets characteristically show myxomatous degeneration.


4.
The disease is one of the common cardiovascular manifestations of Marfan Syndrome.

Answer


2.
Majority of the case present with features of mitral regurgitation.
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Discussion

MVP, also variously termed the systolic click-murmur syndrome, Barlow's syndrome, floppy-valve syndrome, and billowing mitral leaflet syndrome, is a relatively common, but highly variable, clinical syndrome resulting from diverse pathogenic mechanisms of the mitral valve apparatus. Among these are excessive or redundant mitral leaflet tissue, which is commonly involved with myxomatous degeneration and greatly increased concentration of acid mucopolysaccharide. 
Explanation


1.
Transmission may be as an Autosomal dominant trait.


2.
Majority of the case DO NOT present with features of mitral regurgitation. The clinical course is often benign.

3.
The value leaflets characteristically show myxomatous degeneration.


4.
The disease is one of the common cardiovascular manifestations of Marfan Syndrome.

Comments

It is a frequent finding in patients with heritable disorders of connective tissue, including the Marfan syndrome, osteogenesis imperfecta, and the Ehler-Danlos syndrome. In most patients with MVP, however, myxomatous degeneration is confined to the mitral (or less commonly the tricuspid or aortic) valves without other clinical or pathologic manifestations of disease; the posterior leaflet is usually more affected than the anterior, and the mitral valve annulus is often greatly dilated. In many patients, elongated redundant chordae tendineae cause or contribute to the regurgitation.

Tips

MVP is more common in females. It affects individuals in a wide age range but most commonly between the ages of 14 and 30 years
162.
The following diseases are associated with Epstein – Barr virus infection, except :

1.
Infectious mononucleosis.


2.
Epidermodysplasia verruciformis.


3.
Nasopharyngeal carcinoma.


4.
Oral Hairy  leukoplakia

Answer


2.
Epidermodysplasia verruciformis.
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Discussion

The Epstein-Barr virus (EBV), also called Human herpesvirus 4 (HHV-4), is a virus of the herpes family (which includes Herpes simplex virus and Cytomegalovirus), and is one of the most common viruses in humans. Most people become infected with EBV, which is usually asymptomatic. It is named after Michael Epstein and Yvonne Barr, who, along with B.G. Achong, discovered the virus in 1964. Epstein-Barr virus (EBV) is the cause of heterophile-positive infectious mononucleosis (IM), which is characterized by fever, sore throat, lymphadenopathy, and atypical lymphocytosis. EBV is also associated with several human tumors, including nasopharyngeal carcinoma, Burkitt's lymphoma, Hodgkin's disease, and in patients with immunodeficiencies (including AIDS) B cell lymphoma. The virus, a member of the family Herpesviridae, consists of a linear, double-stranded DNA core surrounded by an icosahedral nucleocapsid and by the viral envelope, which contains glycoproteins. The two types of EBV that are widely prevalent in nature are not distinguishable by conventional serologic tests
Explanation

EBV causes
1. Infectious mononucleosis

2. EBV-associated lymphoproliferative disease has been described in patients with congenital or acquired immunodeficiency, including those with severe combined immunodeficiency or AIDS, recipients of bone marrow transplants, and recipients of organ transplants who are receiving immunosuppressive drugs (especially cyclosporine).
3. Oral Hairy leukoplakia
4. Burkitt’s lymphoma

5. Nasopharyngeal carcinoma

Comments

The EBV receptor (CD21), present on the surface of B cells and epithelial cells, is also the receptor for the C3d component of complement. EBV infection of epithelial cells results in viral replication and production of virions. 
Tips

When B cells are infected by EBV in vitro, they become transformed and can proliferate indefinitely. During latent infection of B cells, only the EBV nuclear antigens (EBNAs), latent membrane proteins (LMPs), and small EBV RNAs are expressed in vitro. EBV-transformed B cells secrete immunoglobulin; only a small fraction of cells produce virus
163.
Megaloblastic anaemia due to folic acid deficiency is commonly due to :


1.
Inadequate dietary intake.


2.
Defective intestinal absorption.


3.
Absence of folic acid binding protein in serum.


4.
Absence of glutamic acid in the intestine.

Answer


1.
Inadequate dietary intake.
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Discussion

Folic acid and folate (the anion form) are forms of a water-soluble B vitamin. Folate occurs naturally in food. Folic acid is the synthetic form of this vitamin that is found in supplements and fortified foods. Folate gets its name from the Latin word folium, leaf.

Explanation

The dietary intake of cobalamin is more than adequate for the body's requirements, except in true vegetarians and their breast-fed infants. Thus deficiency of cobalamin is almost always due to malabsorption. Malabsorption can occur at several levels. In contrast, the dietary intake of folic acid is marginal in many parts of the world. 
Furthermore, because the body's stores of folate are relatively low, folic acid deficiency can arise rather suddenly during periods of decreased dietary intake or increased metabolic demand. 
Comments

Finally, folic acid deficiency may be due to malabsorption. Often two or more of these factors coexist in a given patient.
Tips

A key observation of researcher Lucy Wills nearly 70 years ago led to the identification of folate as the nutrient needed to prevent the anemia of pregnancy. Dr. Wills demonstrated that the anemia could be corrected by a yeast extract. Folate was identified as the corrective substance in yeast extract in the late 1930s and was extracted from spinach leaves in 1941.
164.
The most important prognostic factor in breast carcinoma is :


1.
Histological grade of the tumour.


2.
Stage of the tumour at the time of diagnosis.


3.
Status of estrogen and progesterone receptors.


4.
Over expression of p-53 tumour suppressor gene.

Answer


2.
Stage of the tumour at the time of diagnosis.

Reference:

Harrison 16th Edition Page 519

Bailey and Love 24th Edition Page 

Quality

Reader

Status

Repeat

QTDF
Robbins

Discussion

The stage of a cancer is a descriptor (usually numbers I to IV) of how much the cancer has spread. The stage often takes into account the size of a tumor, how deep it has penetrated, whether it has invaded adjacent organs, if and how many lymph nodes it has metastasized to, and whether it has spread to distant organs. Staging of cancer is important because the stage at diagnosis is the biggest predictor of survival, and treatments are often changed based on the stage.
Explanation

Correct staging of breast cancer patients is of extraordinary importance. Not only does it permit an accurate prognosis, but in many cases therapeutic decision making is based mainly on the TNM classification. 
The best indicators of likely prognosis in breast cancer are still tumour size and lymph node status.

Comments

Overall Stage Grouping is also referred to as Roman Numeral Staging. This system uses numerals I,II,III, and IV to describe the progression of cancer.

· Stage I cancers are localized to one part of the body.

· Stage II cancers are locally advanced, as are Stage III cancers. Whether a cancer is designated as Stage II or Stage III can depend on the specific type of cancer; for example, in Hodgkin's Disease, Stage II indicates affected lymph nodes on only one side of the diaphragm, whereas Stage III indicates affected lymph nodes above and below the diaphragm. The specific criteria for Stages II and III therefore differ according to diagnosis.

· Stage IV cancers have often metastisized, or spread to other organs or througout the body.

Within the OSG system, a cancer may also be designated as recurrent, meaning that it has appeared again after being in remission or after all visible tumor has been eliminated. Recurrence can either be local, meaning that it appears in the same location as the original, or distant, meaning that it appears in a different part of the body.
Tips

TNM Staging is used for solid tumors, and is an acronym for the words Tumor, Nodes, and Metastases. Each of these criteria is separately listed and paired with a number to indivate the TNM stage. A T1N2M0 cancer would be a cancer with a T1 tumor, N2 involvement of the lymph nodes, and no metastases (no spreading through the body).

· Tumor (T) refers to the primary tumor and carries a number of 0 to 4.

· N represents regional lymph node involvement and can also be ranked from 0 to 4.

· Mestastasis is represented by the letter M, and is 0 if no metastasis has occurred or 1 if metastases are present.

Cancer staging can be divided into a clinical stage and a pathologic stage. In the TNM (Tumor, Node, Metastasis) sytem, clinical stage and pathologic stage are denoted by a small 'c' or 'p' before the stage, e.g. cT3N1M0 or pT2N0.

· Clinical stage is based on all of the available information obtained before a surgery to remove the tumor. Thus, it may include information about the tumor obtained by physical examination, radiologic examination, and endoscopy.

· Pathologic stage adds additional information gained by examination of the tumor microscopically by a pathologist.

165.
Smoking is generally not associated as a risk factor with :


1.
Small cell carcinoma.


2.
Respiratory bronchiolitis.


3.
Emphysema.


4.
Bronchiolitis obliterans organizing pneumonia.

Answer


4.
Bronchiolitis obliterans organizing pneumonia.
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Discussion

In bronchitis obliterans, the bronchioles and smaller airways are injured, and the attempted repair produces large amounts of granulation tissue that causes airway obstruction. Eventually, the airway lumens are obliterated with nodular masses of granulation and fibrosis. The precipitating injury commonly cannot be identified, particularly in children. Some adult cases are related to the inhalation of the oxides of nitrogen or other chemicals. The syndrome has also been associated with connective tissue diseases and some drugs (e.g., penicillamine). Most pediatric cases can be temporally related to pulmonary infection, such as measles, influenza, adenovirus, mycoplasma, and pertussis. Obliterative bronchiolitis is a common and ominous complication of lung transplantation.
Explanation

Smoking is generally associated as a risk factor with :


1.
Small cell carcinoma.


2.
Respiratory bronchiolitis.


3.
Emphysema.

And not 


4.
Bronchiolitis obliterans organizing pneumonia.

Comments

Bronchiolitis obliterans organizing pneumonia (BOOP), respond well to corticosteroid treatment.
Tips

Bronchiolitis obliterans organizing pneumonia (BOOP) was described in 1985 as a distinct entity, with different clinical, radiographic, and prognostic features than the airway disorder obliterative bronchiolitis and the interstitial fibrotic lung disorder usual interstitial pneumonia/idiopathic pulmonary fibrosis (UIP/IPF). BOOP is characterized by polyploid endobronchial connective tissue masses composed of myxoid fibroblastic tissue resembling granulation tissue filling the lumens of terminal and respiratory bronchioles and extending in a continuous fashion into alveolar ducts and alveoli, representing an organizing pneumonia. Other histological features include central clusters of mononuclear inflammatory cells possibly found in the intraluminal polyps (the polyps appear to float freely within a bronchiole or are focally attached to the wall), chronic inflammation in the walls of the surrounding alveoli with reactive type II cells, increased foamy macrophages in the alveoli, and preserved lung architecture.
166.
The tumour, which may occur in the residual breast or overlying skin following wide local excision and radiotherapy for mammary carcinoma, is :


1.
Leiomyosarcoma.


2.
Squamous cell carcinoma.


3.
Basal cell carcinoma.


4.
Angiosarcoma.

Answer


4.
Angiosarcoma.
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Discussion

Angiosarcoma of the breast appears spontaneously or as a complication of radiation therapy
Explanation

Self Explanatory
Comments

Angiosarcomas are uncommon malignant neoplasms characterized by rapidly proliferating, extensively infiltrating anaplastic cells derived from blood vessels and lining irregular, blood-filled spaces. Specialists apply the term angiosarcoma to a wide range of malignant endothelial vascular neoplasms that affect a variety of sites. Angiosarcomas are aggressive and tend to recur locally, spread widely, and have a high rate of lymph node and systemic metastases. The rate of tumor-related death is high.
Tips

Breast angiosarcoma

· In the cases reported to date, the tumor manifests as a painless and rather quickly enlarging palpable mass without tenderness. In most cases, the tumor is larger than 4 cm in diameter.

· These rapidly growing lesions often arise deep within breast tissue, causing diffuse breast enlargement with associated bluish skin discoloration. They usually spread locally as ill-defined, hemorrhagic, spongy masses.

· Unlike breast carcinomas, skin retraction, nipple discharge, and axillary lymph node involvement are absent.
167.
The type of mammary ductal carcinoma in situ (DCIS) most likely to result in a palpable abnormality in the breast is :


1.
Apocrine DCIS.


2.
Neuroendocrine DCIS.


3.
Well differentiated DCIS.


4.
Comedo DCIS.

Answer


4.
Comedo DCIS.
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Discussion

Subtypes of DCIS are now well recognized and frequently reported pathologically. The solid or comedo type is most common and probably more virulent. This type, is characterized by the closely packed cells within ductal spaces that are susceptible to central necrosis. Papillary or cribriform DCIS are characterized by papillary projections of tumor cells into the ductal lumen or by the presence of a branching, cribriform pattern filling ducts. These types are less likely to form palpable masses and uncommonly calcify to produce a mammographic abnormality.
Explanation

Lesions in comedocarcinoma are sometimes palpable as an area of vague nodularity
Comments

Comedocarcinoma is a form of breast carcinoma in which plugs of necrotic malignant cells may be expressed from the ducts. The malignancy is confined to the ducts.
Tips

Comedocarcinomas are also seen in Prostate
168.
Acinic cell carcinomas of the salivary gland arise most often in the :


1.
Parotid salivary gland.


2.
Minor salivary glands.


3.
Submandibular salivary gland.


4.
Sublingual salivary gland.

Answer


1.
Parotid salivary gland.
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Discussion

The acinic cell tumor is composed of cells resembling the normal serous acinar cells of salivary glands. They are relatively uncommon, representing only 2% to 3 % of salivary gland tumours.
Explanation

Most of these arise in the parotids.
Comments

A small remainder of these tumors arise in the submandibular salivary gland. They rarely involve the minor glands.
Tips

These are malignant tumors of the salivary glands that are dervied from the salivary gland epithelium and characteristically forms glandular acini. It is notable for an unpredictable clinical course with both local recurrence and distant metastases. The vast majority (83%) occur within the parotid gland, usually as a slowly enlarging mass. Pain or tenderness may be present in up to 1/3 of patients.
169.
All of the following statements regarding primary effusion lymphoma are true except:

1.
It generally presents in elderly patients.


2.
There is often an association with HHV-8.


3.
The proliferating cells are NK cells.


4.
Patients are commonly HIV positive.

Answer


3.
The proliferating cells are NK cells.
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No idea. Got the answer from Journals. However Harrison talks about Body cavity Lymphoma in the following few lines. One variant of immunoblastic lymphoma is Body Cavity Lymphoma. This malignancy presents with lymphomatous pleural, pericardial, and/or peritoneal effusions in the absence of discrete nodal or extranodal masses. The tumour cells do no express surface markers for B cells or T cells. HHV-8 DNA sequences have been found in the genome of the malignant cells 
Discussion

Primary Effusion Lymphoma is a rare but fascinating lymphoma that arises in body cavities such as the peritoneum. It is associated with infection by Human Herpes Virus 8, the same viral etiologic agent of Kaposi's sarcoma. Studies have convincingly found that these are variants of a B-cell lymphoma. It is also called as Body cavity lymphoma or AIDS associated body cavity lymphoma
Explanation

Comments

Primary effusion lymphomas related to AIDS were first recognized as a distinct clinicopathologic entity by Walts and colleagues in 19901. Recent reports have further defined the features of this entity, and demonstrated a relationship with Epstein-Barr virus (EBV) and the recently described Kaposi's sarcoma-associated herpesvirus (KSHV).

Microscopic examination of the pleural fluid showed a predominance of very large, pleomorphic lymphocytes with enlarged nuclei, prominent, frequently multiple nucleoli, and moderate to abundant deeply basophilic cytoplasm which often contained vacuoles. By flow cytometry, the cells were negative for CD 45 (leucocyte common antigen), the B-cell marker CD 19 and the T-cell marker CD 5. The cells were positive for the activation markers HLA-DR, CD 38, CD 71 and CD 30. Paraffin-based immunohistochemical stains performed on cell block material demonstrated positivity for CD 30 and epithelial membrane antigen, and absence of staining for CD 45, the B-cell markers L26 (CD 20), 4kb5 (CD 45RA), and the T-cell markers CD3p and UCHL-1 (CD 45RO).

Southern blot analysis was used to assess the immunoglobulin heavy chain gene for evidence of clonal rearrangement using three separate restriction enzymes. A single abnormal band was identified with each enzyme. However, the band was heavier than the germ line band, and thus the possibility that this was a result of partial digestion of the DNA, rather than a gene rearrangement, could not be excluded. Southern blot analysis demonstrated no evidence of clonal rearrangement of the T-cell receptor beta gene. PCR analysis for the presence of EBV and KSHV demonstrated the presence of KSHV and the absence of EBV in the tumor cells.

The clinical, morphologic and immunophenotypic findings are indicative of AIDS-related primary effusion lymphoma (PEL). Typically, these lymphomas express LCA both by immunocytochemistry and flow cytometry and activation antigens, but are negative for B- and T-cell markers by flow cytometry and paraffin immunohistochemistry. Rearrangement of immunoglobulin genes can usually be detected via Southern blot analysis, indicating the B-cell nature of these neoplasms. The lack of B-cell surface antigens and expression of activation antigens most closely resembles the immunophenotype of B-cells in the process of transformation to plasma cells among the normal hematopoietic cell types. Unusual findings in this case include the lack of positivity for LCA and EBV. These lymphomas occur almost exclusively in men, and particularly homosexual men, with advanced AIDS. These epidemiologic findings are very similar to those for Kaposi's sarcoma. Kaposi's sarcoma is present in about one-third of patients, and was present in this case. There is often no other evidence of disease, and these lymphomas usually stay confined to body cavities without disseminating to other sites. Median survival in the largest series was five months (range: 12 days - 14 months), and did not seem influenced by chemotherapy.

Tips
PELs should be distinguished from Burkitt-type lymphomas that also occur in AIDS patients. In contrast to the marked cellular pleomorphism of PELs, Burkitt-type lymphomas are relatively monomorphic. In addition, the cells are smaller, with less prominent (and more often multiple) nucleoii, and the cytoplasmic vacuoles are more frequently seen. Burkitt-type lymphomas will also frequently have a B-cell immunophenotype and express surface immunoglobulin. At the molecular level, Burkitt-type lymphomas show amplification of the c-myc oncogene and rearrangement of the bcl-6 oncogene, both of which are absent in PELs. Finally, PELs contain KSHV sequences which are not present in Burkitt-type lymphomas.

170.
Mantle cell lymphomas are positive for all of the following, except :

1.
CD 23.


2.
CD 20.


3.
CD 5.


4.
CD 43.

Answer

1.
CD 23.
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Discussion

Mantle cell lymphoma expresses CD19, CD20, moderately high levels of surface immunoglobulin heavy chains (Usually IgM and IgD), and either kappa or lambda light chain. 
Explanation

The tumour cells are usually CD5 positive and CD23 negative which can help to distinguish it from chronic lymphocytic leukemia/ small lymphocytic lymphoma.
Comments

It is also characteristically positive for cyclin D1 protein
Tips

The rearranged IgH segments typically lack somatic mutations, supporting an origin from a naïve B cell.
171.
Fine needle aspiration cytology is not suitable for diagnosing :


1.
Tubercular lymphadenitis.


2.
Papillary carcinoma thyroid.


3.
Plasmacytoma.


4.
Aneurymal bone cyst.

Answer


4.
Aneurymal bone cyst.
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Cytology, the study of individual cells, long preceded the technology needed to paraffin embed and microtome section human tissues for histologic examination. As such, the very earliest pathologists were, in fact, cytologists.

The most familiar, "household" example of cytology is the Papanicalaou (Pap.) smear, an examination of individual cells scraped or exfoliated from the uterine cervix, to screen for malignant and premalignant cervical lesions. The Papanicalaou smear is named after Dr. George Papanicalaou, a Greek physician who discovered that malignant cells could be detected by examining naturally secreted body fluids. This finding led to the introduction of the field of modern cytology/cytopathology. This "new" discipline was originally limited to examination of cells that could be easily accessed and acquired by exfoliation from body surfaces into fluid secretions such as sputum and urine. In the 1930's an American physician and his assistant, Martin and Ellis, developed a method of acquiring cellular material from deeper, subcutaneous tissues, such as palpable lumps and internal organs. The method they developed involves inserting a thin needle, attached to a plastic syringe, into the area to be sampled, and a multidirectional aspiration. This draws the targeted cells into the needle shaft. The aspirated material is then expressed onto glass slides, stained and examined under the microscope. The procedure, known as Fine Needle Aspiration cytology, or FNAC, is an extremely quick, cost effective and accurate, reliable out-patient diagnostic modality.

Explanation

Aneurysmal bone cyst contains blood and hence FNAC cannot give any results

Comments

It takes only approximately fifteen minutes to sample a palpable mass by FNAC. The procedure is minimally invasive. It requires no anesthesia and in most cases causes no complications, not even bruising or bleeding. Patients can go about the day after an FNAC as if they hadn't had the test.

There is no need to discontinue any medications prior to an FNAC, even if the medication is a blood thinner because the diameter of the needle used is so thin, minimal tissue disruption occurs.

FNAC was rapidly embraced and adopted by the Scandinavians who recognized its many advantages when compared with traditional excisional biopsies. The latter require some form of anesthesia, an operating room-type setting and a formal surgical incision and the subsequent healing results in scar formation.

Tips

At the Karolinska institute, in Stockholm, Sweden, it wasn't long before FNAC became the first line investigation of palpable mass lesions (lumps), largely replacing conventional biopsy for diagnostic purposes. The American medical world was more reluctant to adopt the new technology, one reason being a level of discomfort amongst pathologists in interpreting FNAC specimens. Pathologists are primarily trained to examine tissue sections, by recognizing architectural patterns, as well as cellular details. FNAC samples are individual cell suspensions; as such, unlike with tissue sections, interpretation of FNAC specimens relies entirely on recognizing abnormalities at a cellular level. Removing the "architecture" clue provided by histology sections makes the diagnosis more challenging for the pathologist untrained in, or unaccustomed to, performing cytologic examinations.

172.
All of the following immunohistochemical markers are positive in the neoplastic cells of granulocytic sarcoma, except :


1.
CD 45 RO.


2.
CD 43.


3.
Myeloperoxidase.


4.
Lysozyme.

Answer


1.
CD 45 RO.
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Discussion

In few cases of AML (Acute Myelogenous leukaemia) patients present with localized masses composed of myeloblasts in the absence of marrow or peripheral blood involvement. These tumours, known variously as myeloblastomas, granulocytic sarcomas, extramedullary myeloid tumors or chloromas, inevitably progress to systemic AML over a period of up to several years.
Explanation

Immunohistochemistry of Chloromas include
· granulocytic myeloperoxidase (MPO+, CD 68+ [KP1+/-, PGM1-] lysozyme+, CD 34+/-)

· monoblastic (MPO-, CD 68+, [KP1+, PGM1+] lysozyme+, CD 34-)

· myelomonoblastic (MPO-, CD 68+, [KP1+, PGM1+] lysozyme+, CD 34-)

· megakaryoblastic (positivity for factor VIII, CD 61, CD 31).

· CD 43

· CD 7

· CD 79a

· CD 56 ( t[8;21])

· CD 99

· CD 117

Comments

CD 45 RO is present in T Cells 
Tips

Mycosis fungoides or Sezary syndrome is a neoplasm of helper T cell.
173.
B cell prolymphocytic leukemia patients differ from those with B cell chronic lymphocytic leukemia in :



1.
Presenting at a younger age.


2.
Having a lower total leucocyte count.


3.
Having prominent lymphadenopathy.


4.
Having a shorter survival.

Answer
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Discussion

B-cell prolymphocytic leukemia involves blood and marrow infiltration by large lymphocytes with prominent nucleoli. Patients typically have a high white cell count, splenomegaly, and minimal lymphadenopathy. The chances for a complete response to therapy are poor. Unlike CLL, the abnormal lymphocytes seen in PLL are immature cells (prolymphocytes) which are not normally seen in the peripheral blood. The diagnosis is PLL rather than CLL if more than half the leukemic cells are prolymphocytes. If there are prolymphocytes present, but they make up less than half of the abnormal cells, the condition is called mixed CLL/PL. A patient with PLL will typically have a very large spleen and a very high white blood count. Most patients do not have enlarged lymph nodes, but may have non-specific symptoms like tiredness and weight loss. PLL tends to be more aggressive than CLL and is less responsive to therapy.

Approximately 10 percent of patients who have chronic lymphocytic leukemia will have their illness transform and take on the appearance of prolymphocytic leukemia. The condition T-cell PLL has no relationship to CLL or B-PLL.
Explanation

This is a rare variant of leukemia, usually seen in elderly men. The classic clinical presentation is a patient with splenomegaly without lymphadenopathy. These patients have an aggressive clinical course with an overall poor prognosis. These leukemias must be distinguished from cases of B-cell chronic lymphocytic leukemia which may undergo prolymphocytoid transformation.
Comments

· SYNONYMS 

· B-cell prolymphocytic leukemia

· B-PLL

· INCIDENCE 

· Rare

· AGE RANGE-MEDIAN 

· 6th-7th decade

· SEX (M:F)

· Males favored

· PATHOGENESIS 

· t(11;14)(q13;q32) is seen in 20% of cases

· Trisomy 12 is seen in <10% of cases
Tips

· Although splenectomy in chronic myelogenous leukemia does not affect the natural history of disease, removal of the massive spleen usually makes patients significantly more comfortable and simplifies their management by significantly reducing transfusion requirements. Splenectomy is an effective secondary or tertiary treatment for two chronic B cell leukemias, hairy cell leukemia and prolymphocytic leukemia, and for the very rare splenic mantle cell or marginal zone lymphoma. Splenectomy in these diseases may be associated with significant tumor regression in bone marrow and other sites of disease. Similar regressions of systemic disease have been noted after splenic irradiation in some types of lymphoproliferative disease, especially chronic lymphocytic leukemia and prolymphocytic leukemia. This has been termed the abscopal effect. Such systemic tumor responses to local therapy directed at the spleen suggest that there may be some hormone or growth factor produced by the spleen that affects tumor cell proliferation, but this conjecture is not yet substantiated.
· T-cell prolymphocytic leukemia (T-PLL) is a mature post-thymic T-cell malignancy with distinct clinical and laboratory features and an aggressive clinical course. The disease was first recognized in 1973 in a single patient presenting with a leukemic picture similar to that of B-cell PLL but in whom the cells were shown to be E-rosette positive.
174.
Which of the following statements is incorrect about pthisis bulbi?


1.
The intraocular pressure is increased.


2.
Calcification of the lens is common.


3.
Sclera is thickened.


4.
Size of the globe is reduced.

Answer

1.
The intraocular pressure is increased.
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Discussion

Phthisis bulbi  is shrinking of eyeball following injury, Infection or disease. It is a condition of the eyeball that may result from severe injury when the eye loses function and shrinks in size.
Explanation


1.
The intraocular pressure is decreased in phthisis bulbi

2.
Calcification of the lens is common in phthisis bulbi

3.
Sclera is thickened in phthisis bulbi.


4.
Size of the globe is reduced in phthisis bulbi.

Comments

Commonly, the retinal pigment epithelium may undergo a metaplasia leading to intraocular ossification or bone formation in the end-stage of phthisis bulbi(#22263, #22264).
Tips

Phthisis bulbi, (shrinking of the eye) is a condition where the eye becomes unsightly, but has not deteriorated to a condition that requires enucleation. Often the flush-fitting scleral shell is used to cover this type of defect. Phthisis bulbi is an end-stage ocular response to sever ocular disease, inflammation, or insult.  Clinically, the globe will be soft and hypotonus with minimal or no vision and loss of much of the normal architecture of the eye.  Histopathologically, the globe is small and shrunken with marked thickening of the sclera, as well as disorganization and atrophy of much of the intraocular contents.  The intraocular contents are markedly dirupted and difficult to recognize.  
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Which one of the following statements is incorrect about Optic glioma?


1.
Has a peak incidence in first decade.


2.
Arises from oligodendrocytes.


3.
Causes meningeal hyperplasia.


4.
Is associated with type I neurofirbromatosis.

Answer


2.
Arises from oligodendrocytes.

Reference

Parson 19th Edition Page 515
Ophthalmology Secrets Page 237
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Parson

Discussion

Optic nerve glioma is the most common primary neoplasm of the optic nerve. Optic nerve glioma can be categorized into 2 groups, benign optic glioma in children and aggressive glioma in adults. In most instances, optic pathway gliomas arise in children, and in many cases, affected children have neurofibromatosis type 1 (NF-1). The lesion tends to present with decreased visual acuity in the affected eye but may cause additional symptoms when it is large. Optic glioma is a mass created by growth of abnormal cells, or uncontrolled proliferation of cells, in one optic nerve, both optic nerves, the optic chiasm or in conjunction with hypothalamic glioma. Optic glioma is classified as an astrocytoma. Most are composed of low grade pilocytic astrocytes. Optic gliomas cause symptoms by invasion (pressure) and displacement (destruction) of normal optic nerve tissue. An early sign of the presence of an optic glioma is painless proptosis. It may also result in progressive loss of vision in one or both eyes. Other features include strabismus The cause of optic glioma is unknown. 
Explanation


1.
Optic Glioma a disease of childhood and most patients present before the age of 10 and one variety isalso called as Juvenile pilocytic astrocytoma. The disease is probably congenital, the peak incidence being 2 to 5 yearss

2.
Optic Glioma arises from astrocytes. Gliomas in general include astrocytomas, oligodendrogliomas and ependymomas

3.
Optic Glioma may be confused with meningioma as it can extend into the meninges causing meningeal hyperplasia.


4.
There is a strong association between optic glioma and neurofibromatosis Type 1 (NF1).
Comments

· Tumour is fusiform in appearance and causes optic foramen enlargement

· Slow growing tumour

· Histologically, presence of 
· pilocystic (hair-like) tumour cells (astrocytoma) Hence the name pilocystic astrocytoma. The tumour consists of benign-appearing, round to spindle-shaped astrocytic nuclei with dendrite-like cytoplasmic processes
· Rosenthal fibres. These are degenerative eosinophilic substances found within the cytoplasm of astrocytes.  There are characteristic but not diagnostic of optic nerve glioma.
· Cystic spaces may be present.
· The tumour cells in optic nerve glioma have elongated or hair-like appearance (pilocystic).
Tips

Malignant transformation or coalescence of cystic spaces may cause a sudden increase in proptosis in a patient with known optic nerve glioma 
Optic glioma and other astrocytomas are rare; however, astrocytomas in general are the most common primary brain tumors in adults. 
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Which one of the following stromal dystrophy is a recessive condition ?


1.
Lattice dystrophy.


2.
Granular dystrophy.


3.
Macular dystrophy.


4.
Fleck dystrophy.

Answer


3.
Macular dystrophy.

Reference

Parson 19th Edition Page 222
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Status

Repeat
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Parson

Discussion

Macular dystrophy is an autosomal recessive condition, which is the least common but the most severe of the 3 major stromal corneal dystrophies. It is characterized by multiple, gray-white opacities that are present in the corneal stroma that extend out into the peripheral cornea. 
Explanation

Lattice dystrophy usually is an autosomal dominant condition, and it is the most common of stromal dystrophies. Like granular and Avellino dystrophy, the genetic defect of lattice dystrophy has been mapped to the BIG H3 gene on chromosome 5q. Onset of the corneal changes usually occurs in the first decade of life, although patients may remain asymptomatic for years. Examination of the cornea in the second to third decade of life will reveal branching, refractile lattice lines, which are observed best in retroillumination. 
Comments

Granular dystrophy is an autosomal dominant, bilateral, noninflammatory condition that results in deposition of opacities in the cornea by adulthood. It specifically affects the central portion of cornea (stroma) and eventually can cause decreased vision and eye discomfort. Severe cases of granular dystrophy can be treated with either excimer laser ablation or by replacing cornea (corneal transplant)
Tips

Fleck Dystrophy of Francois and Neetens

· Rare, autrosomal dominantly inherited.

· Clinical features:

· Symptoms:

· Often asymptomatic with no visual significant

· May be associated with mild photophobia

· Corneal erosions have been reported

· Signs:

· Slowly progressive, diffuse, bilateral, irregularly shaped opacities in the posterior stroma of the cornea

· The stromas in between lesions are typically clear

· Histopathology: abnormal keratocyte swelling with membrane-limited intracytoplasmic vacuoles containing complex lipids and glycosaminoglycans

· Treatment is not required.
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In which of the following conditions Parakeratosis most frequently occurs?


1.
Actinic Keratoses.


2.
Seborrheic keratoses.


3.
Molluscum contagiosum.


4.
Basal cell carcinoma.

Answer


1.
Actinic Keratoses.

Reference:

Robbins 7th Edition Page 1241, 1242
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Repeat
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Robbins

Discussion

In actinic keratosis, the stratum corneum is thickened, and unlike in normal skin, nuclei in the cells in this layer are often retained (a pattern termed parakeratosis)
Explanation

Self explanatory
Comments

Parakeratosis is nothing but Retention of nuclei in the stratum corneum. This is a normal finding on mucous membranes Example of parakeratosis include normal Oral Mucosa.
Tips

Hyperkeratosis is thickening of the stratum corneum, often associated with qualitative abnormality of the keratin
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Which one of the following is the most significant risk factor for development of gastric carcinoma?


1.
Paneth cell metaplasia.


2.
Pyloric metaplasia.


3.
Intestinal metaplasia.


4.
Ciliated metaplasia.

Answer


3.
Intestinal metaplasia.

Reference:

Robbins 7th Edition Page 823, 825 Table 17-5
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Discussion

Factors associated with increased incidence of Gastric Carcinoma are classified into
1. Environmental factors

2. Host factors

3. Genetic factors

Explanation

The Host factors are
1. Chronic Gastritis

a. Hypochlorhydria favours colonization with H.pylori

b. Intestinal metaplasia is a precursor lesion

2. Partial Gastrectomy

a. Favors reflux of bilious, alkaline intestinal fluid

3. Gastric Adenomas

a. 40 % harbor cancer at time of diagnosis

b. 30 % have adjacent cancer at time of diagnosis

4. Barrett Esophagus

a. Increased risk of gastroesophageal junction tumours

Comments

The Environmental factors are
1. Infection by H.pylori

a. Present in most cases of intestinal-type carcinoma

2. Diet

a. Nitrites derived from nitrates (water, preserved food)

b. Smoked and salted foods, pickled vegetables, chilli peppers

c. Lack of fresh fruit and vegetables

3. Low socioeconomic status

4. Cigarette smoking

Tips

The Genetic factors are
1. Slightly increased risk with blood group A

2. Family History of gastric cancer

3. Hereditary nonpolyposis colon cancer syndrome

4. Familial gastric carcinoma syndrome (E-cadherin mutation)
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Which of the following is the most common presenting symptom of non-cirrhotic portal hypertension?


1.
Chronic liver failure.


2.
Ascites.


3.
Upper gastrointestinal bleeding.


4.
Encephalopathy.

Answer

3.
Upper gastrointestinal bleeding.

Reference

Harrison 16th Edition Pages 1269, 1863
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All books

Discussion

Idiopathic portal hypertension describes the presentation of portal hypertension and variceal bleeding without cirrhosis. Histologically, the liver shows fibrous bands. The aetiology is unknown but toxic agents such as arsenic and vinyl chloride have been implicated. It is a relatively frequent cause of portal hypertension in Asia. The liver lesion does not progress so the prognosis is good.

In the English literature, portal vein obstruction was first reported in 1868 by Balfour and Stewart, who described a patient presenting with an enlarged spleen, ascites, and variceal dilatation.
Explanation
These groups of patients most often present with complications related to portal hypertension. In 90% of cases, variceal bleeding is the presenting complaint. On average, this occurs 4 years after the thrombotic event and has been described as long as 12 years later. Ascites is less frequent, and hepatic encephalopathy is rare in the absence of preexisting cirrhosis.

Comments

Splenomegaly is the single most important sign of Portal hypertension

Tips

Cruveilhier-Baumgarten syndrome is the association of dilated abdominal wass veins and a lound venous hum at the umbilicus

