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Abstract

T he hereditary hemolytic anemia (HHA) can be classified into three types accord-

ing to the pathogenesis: RBC membrane defects, hemoglobinopathies, and

RBC enzymopathies. Clinical characteristics of these three types of HHA are pre-

sented briefly in this paper. In Korea, HHA due to RBC membrane defect such as

hereditary spherocytosis had been relatively well recognized, while HHA due to

hemoglobinopathies and RBC enzymopathies had been considered rare. However,

with the recent development of molecular testing, g thalassemia, GBPD and pyru-

vate kinase deficiency have been reported with identification of disease —causing

mutations. If a patient with microcytic hypochromic anemia shows unproportionally

low MCV or MCH or refractory to iron therapy, hemoglobin electrophoresis and

gene study for thalassemia or other unstable hemoglobinopathies are needed. It

should be noted that the recent population migration to Korea from the regions

where hemoglobinopathies or enzymopathies are prevalent warrants considering a

broad spectrum of etiologies for the diagnosis of HHA.
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A1 hydroxyurea, butyric acid 2 a-&%2] EPO7} A}

7] $latol A= el & (glycolytic pathway) oA A4 %)
= ATP7} fd3ta S8 oux oz a4 9ok 3
Ak 2ol €7]49 Emden—Meyerhof(E—M) 7
29} 571491 Sed-delak(hexose monophosphate,
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= g7 voAl (hexokinase, HK), S12H37]uobA|
(phosphofructokinase, PFK)¢} 35014k 7] L}o}A]
(pyruvate kinase, PK)9} 22 Al 7]u}o}Al (kinase) <}
NADS} ADP9] o]8 7ksAdol| ofato] Z24eo] ft}, o]9}

e gl Aol Bew 52 F sk 2ol

Froll BaE AT, b, 6, 14, 15).

Hereditary Hemolytic Anemia

1. Pyruvate kinase(PK) ZEZ

PK 2952 JH8A o= 7459 PK 784

Ipyruvate) < 35714 (pyruvate) 2.2 A gksle S
A8-5 gt PK 4 oAl ATP A4l
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Hereditary Hemolytic Anemia

Table 1. Drugs to be avoided in GBPD deficiency

Antibacterial Antipyretics
Sulfanilamide Acetylsalicylic acid
Sulfapyridine Phenacetin
Sulfadimidine Anthelminthics
Sulfacetamide B —Naphthol
Sulfisoxazole Stibophen
Sulfasalazine Niridazole
Dapsone Miscellaneous
Sulfoxone Vitamin K analogues

Glucosulfone sodium Methylene blue

Septrin Probenecid
Nitrofurantoin Phenazopyridine
Furazolidone Chemicals
Nitrofurazone Phenylhydrazine
Chloramphenicol Benzene
p—Aminosalicylic acid Naphthalene

Antimalarial
Primaquine
Pamaquine
Chloroquine
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