Chapter 15 questions

1) primary immunodeficiencies result from
2) secondary are caused by?

3) Most primary deficiencies are of what cell type?
4) Individuals with no pluripotent stem cells have what condition?

5) What cells are these patients missing?

6) What corollary condition do people with reticular dysgenesis have?

7) What type infections are these folks susceptible to?

8) What is the therapy for reticular dysgenesis?

9) Defect in what type cell results in SCID?
10) What infections is SCID more susceptible?

11) Absence of what gene product is a cause of SCID?

12) What enzyme deficiency may also cause SCID?

13) Why does this cause SCID?

14) For both causes what treatment helps?

15) Treatment for SCID secondary to ADA deficiency?
16) Inheritance of SCID and Reticular dysgenesis?

17) T cell disorders result in susceptibility to what infections?

18) What are the 2 T cell disorders?
19) Cause of Di George’s?

20) What infections more susceptible to?

21) Treat Di Georges how?

22) How is Chronic mucocutaneous candidiasis different from Di George’s?

23) B cell immunodeficiency lead to susceptibility to what infections

24) Why this susceptibility?

25) X-linked aggamaglobinemia (XLA) results from what pathway block?
26) This developmental defect results from?

27) What immune components deficient in this disease

28) At what age does this disease normally manifest itself?
29) Treatment for this disease is?

30) What susceptibilities?

31) Which immunoglobulins deficient in transient hypogammaglobulinemia?

32) What causes transient hypogammaglobulinemia?
33) Whats the treatment

34) In what 2 ways similar to XLA

35) Whats cause of common variable hypogammagobulinemia?

36) What differs from XLA?

37) Treatment

38) IgA deficiency results in what type infections
39) What other disease is there an increased incidence of with IgA deficiency?

40) Symptoms of IgA deficiency?

41) What is and is not used as a treatment for IgA deficiency?

42) Selective IgM deficiency present with?

43)  Encapsulated organisms are what kind antigens
44) Ig deficiency (hyper IgM) results from?
45) What infections occur

46) Why does IgM increase then?
47) Do phagocytic infections result from intrinsic or extrinsic factors?

48) What kind of infections from phagocytic disorders?

49) How are these patients treated?

50) Chediak-Higashi characterized by decrease in what enzymes?
51) Other than phagocytes what other cells impaired in chediak higashi syndrome?

52) What enzyme dysfunctional in CGD
53) What recurrent infections occur in CGD

54) Whats the therapy used in CGD and why?

55) What goes wrong in leukocyte adhesion deficiency (LAD)
56) What type of infections would increase as a result?

57) Whats the main treatment?

58) What 2 problems associated with complement deficiencies

59) C1 complement does what?
60) Why is it necessary for a C1 esterase inhibitor

61) What lethal condition might occur if not inhibited

62) How is C1 inhibitor deficiency treated?

63) Deficiencies in C1, C2, C4 lead to?

64) Why is this not usually a problem?

65) Deficiencies in these 3 proteins occur in what patients

66) C3 deficiency results in (hint: think about questions 63-65)

67) So obviously what infections occur in these patients?

68) What non-infectious problem also occurs and why?

69) C5-C9 deficiencies cant do what?

70) Susceptible to what strain of bacteria
71) What does decay accelerating factor (DAF) do?

72) Deficiency leads to what?
73) If  DAF missing on RBCs what results?

74)  When a cell is infected by virus, what does it secrete? Why is this good
75) What negative effect does this have on immune system?

76) What disease is this fact exploited to treat
77) Why does our immune system diminish as we get older?
78) What happens in monoclonal gammopathies
79) What type gammopathy is waldenstroms macroglobulinemia?

80) What happens to these patient’s blood (2)?

81) What symptoms do these patients have (2)?

82) What do multiple myeloma patients excrete in their urine?

83) What are these patients prone to and why?

84)  What cytokine increases in these patients?

1) genetics

2) environment

3) B (50%), phagocytes (20%), T (10%), compliment (2-4%)
4) Reticular dysgenesis

5) Lymphoid and myeloid

6) Anemia

7) All infections

8) Bone marrow transplant

9) Lymphoid (both T and B) and phagocytes
10) All

11) JAK-3

12) Adenosine deaminase

13) Adenosine metabolites accumulate and clonal expansion doesn’t occur?

14) Bone marrow transplant

15) Injections of PEG-ADA
16) Autosomal recessive

17) Virus, fungus, intracellular bacteria

18) Di Georges and Chronic mucocutaneous candidiasis
19) Absent thymus (thus lack T cells)

20) Viral, fungal, intracellular bacteria?

21) Thymus transplant

22) Have T cells , just not one for the candida antigen

23) Encapsulated pyogenic bacteria
24) B cells make IgG for complement/opsonin, encapsulated orgs resistant to non-opsonin phagocytosis

25) From pre B cell( immature B cell
26) Tyrosine kinases (signal transduction pathway)

27) B cells and Ig

28) 6 months since has maternal Ig before this.

29) Lifelong Ig injections

30) Recurrent bacterial infections

31) IgG, A, E

32) Decreased Th cytokines

33) Antibiotic therapy
34) At 6 months and bacterial infections

35) Defect in antibody production after an infection

36) Normal numbers of B cells

37) Injections of Ig

38) Sinopulmonary
39) Celiac disease

40) Asymptomatic in most cases

41) Antibiotics, not passive immunoglobulin

42) Infections with polysaccharide encapsulated organisms

43) T-independent antigens, no differentiation to plasma cells
44) Defective CD40(B cell) / CD40L (T cell) interaction, no isotype switching 
45) Recurrent bacterial and viral infections

46)  Since no isotype switching,  IgM all B cells only secrete IgM
47) both

48) bacterial and fungal infections

49) anti-fungals or anti-microbials

50) myeloperoxidase or lysosomal enzymes

51) NK cells due to impairment of exocytosis
52) NADH oxidase
53) Bacterial and fungal

54) IFNg since enhances ROI compounds

55) Leukocytes cant traffic to sites of infections
56) Increased pustular infections

57) Bone transplant

58) Bacteria; infections and autoimmunity
59) Bind IgG or IgM that’s bound to antigen
60) Prevent spontaneous activation of C1 and proteolysis of C2/C4

61) C2b (kinin) and C4a (anaphylatoxin) lead to edema (HAE)

62) Injection C1 inhibitor

63) Diminished C3 convertase pathway

64) Alternate pathway also activates C3 convertase

65) Systemic lupus (SLE)
66) Both classical and alternative pathway

67) Bacterial since no opsonin mediated phagocytosis
68) Chronic nephritis (deposition of C3 nephritic factor in basement membrane)

69) Generate MAC

70) Only neisseria

71) Accelerated decay of C3 convertase by both complement pathways

72) Activation of terminal pathway and formation of MAC on host cells

73) Spontaneous lysis ( paroxysmal nocturnal hemoglobinuria (PNH)

74) IFNa, induces ezyme that inhibits viral replication
75) IFNa also inhibits clonal expansion

76) Recombinant IFNa for Hairy cell leukemia
77) Thb ( Th2 (rather than Th1 in younger people)

78) Overproduction of Ig

79) IgM gammopathy

80) Hyperviscosity and hypogammagloblinemia

81) Headaches visual blurring from hyperviscosity

82) Free light chains (bence jones proteins)

83) Broken bones from Ca leeching from bones after inflammation

84) IL-6 production

