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A Clinical Study on Paroxysmal Nocturnal Hemoglobinuria in Korea

Hee Jung Choi - Soon Nam Lee
Department of Internal Medicine, College of Medicing, Ewha Womans University

Background : Paroxysmal nocturnal hemoglobinuria is an uncommon acquired hemolytic
anemia and characterized by increased sensitivity of erythrocytes to the lytic action of comple-
ment system, developing intravascular hemolysis. PNH is complicated by anemia, infection
and thrombosis. The more prolonged survival comparable to literature was noted and so, we
performed this study.

Method © The previously reported twenty nine cases and six cases were collected at Ewha
Womens University Hospital from Dec.1979 to Dec.1994 and were analyzed for clinical characte-
ristics and progress.

Result 1 1) The age distribution was ranged from 16 to 61 years with mean of 30 years and
male to female ratio was 1.5 1. The duration from the onset of symptoms to diagnosis was
ranged from 3 days to 40 years and above 5 years was 22.9% . The subjective symptoms attributa-
ble to anemia were in 13 cases, to dark urine after sleep in 10 cases, to jaundice in 5 cases,
to abdominal pain in 3 cases, to hemorrhage in 4 cases. The various diagnoses made before
PNH were aplastic anemia in 14 cases, hemolytic anemia in 5 cases, liver disease in 4 cases,
iron deficiency anemia in 3 cases, idiopathic thrombocytopenic purpura in 1 cases, reversed
cases from aplastic anemia to PNH in 2 cases.

2) Laboratory data showed ;

(1) anemia(Hg below 12¢/dL) in 35 cases with mean of 7.3g/dL.

(2) leukocytopenia(below 4,000/mm?) in 5 cases, leukocytosis in 1 case with mean 4,100/mm?
except patient with chronic myelocytic leukemia.

(3) thrombocytopenia(below 150,000/mm?) in 10 cases with mean 106,000/mm?,

(4) reticulocytosis(over 20%) in 20 cases with mean 43%.

(5) Bone marrow examination revealed hypocellular in 2 cases, normocellular in 4 cases,
hypercellular in 3 cases and erythroid hyperplasia in all cases.



(6) positive Ham’s test in 13 cases among 14 cases.

(7) positive sucrose hemolysis test in 10 cases among 10 cases.

(8) decreased serum haptoglobin in 2 cases among 3 cases.

3) The treatment was consisted of blood transfusion in 26 cases among 35 cases, especially

washed RBC in 13 cases, iron in 14 cases, folic acid in 10 cases, dextran in 5 cases, busulfan

in 1 case, corticosteroid in 26 cases, androgen in 15 cases and anticoagulant in 3 cases.

4) The observed complications were infection in 3 cases, cerebral infarct in 2 cases and

acute renal failure in 2 cases.

5) The nineteen patients were still alive, four patients dead, ten patients were lost during
follow-up period. The duration of most prolonged survival case was 41 years 10 months. They

were followed from 0.3 to 115 months.

Conclusion : In analyzing the characteristics of PNH patients and prolonged survivals, the
data reported suggest, although the laboratory abnormalities persisted in the prolonged survival,
the prognosis will be good if conservative treatment and prevention of complication is tried.

KEY WORDS : Paroxysmal nocturnal hemoglobinuria.
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Patients PNHEZ H3ho] Eold F9-7} 24 dith(Table 3).
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Table 1. Duration for confirming PNH

No.of pts %
EWHA Other Total

<1 mo 0 6 6 17.1
1=, <6 mo 2 4 6 17.1
6=<, <12 mo 2 3 5 14.3
1=, <2 yrs 0 6 6 17.1
2=z, <5 yrs 0 4 4 11.5
=5 yrs 2 6 8 22.9

Total 6 29 35 100

Table 2. Clinical manifestations
No. of pts %
EWHA(n=6) Other(n=8§) Total(n=14)

Anemic symptom 6 7 13 92.9
Dark urine 6 4 10 71.4
Jaundice 2 3 5 85.7
Hemorrhage 0 4 4 28.6
Abdominal pain 3 0 3 21.4
Raynaud phenomenon 1 0 1 7.1

Table 3. Various diagnoses other than PNH
No. of pts %
EWHA(n=6) Other(n=29) Total(n=35)

Aplastic anemia 3 10 13 448
Hemolytic anemia 2 5 5 17.2
Liver disease 0 4 4 13.8
IDA 0 3 3 10.3
AnemiaCunclassified) 1 2 3 103
ITP 0 1 1 3.4

Total 6 25 29 100
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Table 4. Hematologic findings

No. of pts

EWHA(n=6)

Other(n=3) Total(n=14)

Hemoglobin(g/dL)
<6
6=<, <9 3
9<, <12

(S N RN ]

Leukocyte(x10%/mm?)
<4
4=, <10
=10

—
o Ot

Platelet(x10%/mm?)
<150
150=c, <450 3
=450

Corrected Reti( %)
<2
2=, <5
=5

14

Table 5. Bone marrow examination

No. of pts %

EWHA(n=1)

Other(n=35)

Total(n=9)

Cellularity
hypercellular
hypocellular
normocellular 3
Iron
absent or decreased 1
not decreased 3
Erythroid hyperplasia 4

[ S I
I8
N
N

EHH(Table 4).
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Table 6. Laboratory findings GAZERAE 15804 FAHUT. 2EL2 149
No. of ps oA, §2+& 107, Dextran©] 5%, Busulfano] T4
LDH(U) Z&4 9830 PP 1964 ALIRL T8
<450 0/7 TAE sl Fo] 5 R{tH(Table 7)
450—1,000 0/7
>1,000 /7 4. BT
Total Bilirubin(mg/dL) AYZo 2 358F 78N HAHdEY HE
<12 414 2734 27, 29l sAYEY BT 227FeIRTt
28 814 T4 ARAZFol 23l BgEd, 2 F 18E o
> s AF5FA A4 & AeA
Hemosiderinuria 9/10
Hemoglobinuria 3/5 b, M= 2l o
Decreased LAP score 4/4 AA B2 358 F 7150] Y 33 A B A=z
Coombs’ test Ao 198, Aol 43, $30] HE A7k 104
direeh, negave 188 Atk 47128 39RIA%e ¢4 YRT 0.5~
indirect, negative 18718 115709 o] ATH(Table 8). ¥ WA 9 o= 19959 19
Ham’s test, positive 13/14 _ . ~
negative Vi4 SI7hA] 2 @238 B 47 71 A7 BES o7t
Sucrose hemolysis test, positive 10/10 41'd 107} €] I} (Table 9).
Haproglobin
decreased 2/3 r &
norral 1/3
Osmotic fragility, normal 5/5 g HoltddAwZe o FdjloZ Ay BA
Table 7. Treatments
No.of pts %
EWHA(n=6) Other(n=27) Total(n=33)
Blood transfusion 5 21 26 78.8
whole blood 0 1 1
packed cell 5 7 12
washed RBC 0 13 18
Corticosteroid 6 20 26 78.8
Androgen 1 14 15 45.5
Iron 4 10 14 42.4
Folic acid 0 10 10 30.3
Dextran 0 15.1
Anticoagulants 1 9.1
Busulfan 0 1 3.0
Table 8. Clnical course
No.of pts Follow-up{month)
EWHA Other Total EWHA Other
Survived 4 15 19( 57.6%) 22—90 15 —115
Dcad 0 4 4( 121%) none 0.3— 10
Lost 2 8 10( 30.3%) 4— 6 03— 70
Total 6 27 33(100% ) 0.3—115
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Table 9. Case in EWHA womans' university

Case No. Age/Sex(year) Treatment Survival

1 33/M Androgen, corticosteroid, transfusion 5y 1lmo

2 25/M Cordcosteroid, transfusion 4y 8mo

3 61/M Androgen, corticosteroid, transfusion 4ly 10mo

4 32/F Corticosteroid, iron 7y 6mo

5 29/F Corticosteroid, iron, transfusion 7y 6mo

6 26/F Corticosteroid, iron 4mo
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