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The fate ux=< of Intravascular hemoglobin

free Hb
(a3, tetramers)
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. haptoglobin
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l hemoglobin
complex
Met Hb 8
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Extravascular vs Intravascular
hemolysisae ¥ z )& 5 Jala JoasY)

LDH N )
bilirubin N N
haptoglobin N to absent absent
hemoglobinuria absent present
free Hb in plasma absent present

urine hemosiderin absent present
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Normal 0.5-1.5% (for non-anemic)
= <1% Inadeguate production
= >=1% Increased production (? adeguacy)
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Which one is =
abnormal?
Spherocytes lyse in — .
mildly. hypotonic
soln
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Elllptoc ytes/ o ovaloces

= Abnormal
cytoskeletal
proteins

= Hereditary

gﬂiptocytosis
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— Others Include:

Elliptocytosis,
Siematocy1osis,
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stuck in spleen

—->hemolysis
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Membrane defect
Smear artifact
Hereditary
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W CEntramere

A 428 lacus ot the X-chromosbme

‘IGLRE 1 Representation of the Xchromosome and the position of the
6PD gene at the Xq28 locus (Pai ef &l . 1980,




G6PD and Fava Beans

: Glucokinase Phosphoglucoisomerase
Glucose \ /

> G-6-P
Fava Beans: Vicine and Convicine (Glucose-6-  70% Embden-
\;‘ Phosphate) Meyerhof Pathway
VEl; S GSH % s 3 E
B0 . (Nicotinamide 2le g &
(Hydrogen « {(Reduced . el S5
¢ Adenine Di- = =
Peroxide) "Glutathlone)e Sle 5§23
osphate) Al o ®
“o es® v i 'g-
bl = &
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£ HG
CDY
NADPH 6-P-G
+0, (0x1d1:zed (Reduced  {6-Phospho-
Glutathione) Nicotinamide  gluconate)
Adenine Di-
Phosphate) ¥
Glyceraldehyde-3-P
+ CO,+H*+

NADPH

> F-6-P
(Fructose-6-
Phosphate)

v
Pyruvic Acid
+2 ATP +2H*
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Should Be Avoided by Persons
= ) _“‘ | - A0 iml ¥ |
— Acetanilid Primaquine
— Furoxone Sulfacetamide. -

— Methylene Blue Sulfamethoxazole

— Nalidixic acid Su fanilamide -—
ine -i

—

urantoin Urate Oxidase
— Pyridium Phenylhydrazine
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