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%24 ok A 4 =% (paroxysmal nocturnal hemoglobinuria : PNH)& =& Agez FiFHoe 345 2y
4] ¥ (bematopoietic stem cel)2] Z&4 Folol oste] WAHE EAol AP vBARA YT YA o
THN £8e dovle Aoz deid vk ¢&A4Y oY AanFH g YyeuE A8 224 7
I3 AR FAFIH ARG A% Zholn], FA ARAL ul$ =B AAS L AT LI ofztyA
AnFAM g AANYAZT] glo] BAEH ANEJ Yoy F=e AP FIHNRAE Bdm, AF=HY
AHE Bita] AdW B ¥EL(hemosiderin)] FEF AFE 2 dE AYEels Lagr

Fdl - 254 SRR 497 A AL RFOR G HuA 197 dRELNFES Bgoy 2
F Ade AEE FUIUD 2YAREH BAG AN HFgoz YUl olery A4 Hue Fasgm
FAE4E 2ok HAAE 4224 Y84 34 g/dl, HHHAYT 69%, LDH 2832 TU/L(218-412), haptoglobin
<13(30-200) 22 F{W 8§l AR, A BUN 54 mg/dl, creatinine 95 mg/dl 2 FANLAE ve &
HHAME 899 (++), bilirubin(+), F¥4-&(+++), RBC 10-15/HPF, WBC 1-2/HPF €129 Cer 4.8ml/min, 244
T AaW F9Me 0.79g/day Ut Flow cytometryd CD55 5.69%(90%), CD 59 Type I 84%(100%), Type I
16%5(100%)2 GPI-anchored protein®] A&o] ALYt A% £Za 204 AEHE REFHY dgey
A9 FAE T AF BANFTHIAANA T2ARI4NA 4 AYgae] ngagez HNIZAEE B
o AN FEX FFe 4P SANY W2 FAHUY. AFZHPAY FA AngHale] 270 e
o Az YL Axd YHAX Ao gALe I 270 YU BAE YT $¥, AHBo|
= 8y W AARHoR AL FA gEHe 3FH FA4o] Hct
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Bartterd % 13
Bartter¥| 978 A ZF¥FTo2 23 dry 4ZEF, 1 dd¥F 2 EAHEEES 1
ojAA YUY F RFL uleiA] g, 2 W prostaglandin ¥1429) F7} 2 angiotensin 110} o]
3 Pukge) A3l Wel zAH o7 AAFA 2HE Ax9 F24] 5& Ui Agow 10624
Bartterso] & Baslch F$2 Zold Zgsln AN AT Afoh} AL A2l
Al W@ Bartterd F5F 1318 29879 Basdks blo|oh
FHl 484 oz} #FAP) 3 7he] A TS FaAr B AT g wEsch 9
A 3d A Aoz e P 6xale) E8ta RS gkt BA A BEYF] Yot B A
B8R &gt olwAly SAlE B3 A gk AF 244 Y-S 110/60mmlge] 3]
I T8 FFE Ak @A 24 4 ¥ potassium 27mEq/L, chlaide 10lmEqg/L, pH 7.461,
PaC0O; 41.8mmHg, PaO; 91.3mmHg, HCO: 300mnol/LoE AZEFESH A gde dds
H3A3R ¥R renin 48ng/ml/hr(supine), 50ng/ml/hrierect), aldosterone 36ng/ml/hr(supine),
78ng/ml/hr(erect) 2 31 AU¥ES JAoH 1 GEXHEHFL HolA] kel UM AN
calcium 484.8mg/day, magnesium 1992mg/day® #ZExZ Bgth B2 x2Sy 41433 3e)
A B2k AxAAA e B8t "ol 42374 19709 AFEAl F 3G AFRA 2R AR F
2 2 g it ARt BEEdn A998y AR 10709 AREAlGlA e el i)
Cs3 3ol BEA=HA AR dnF 2744860 Folazd gt
g 2 73 : Spironolactone ¥ potassium chloride®] 92 ¥ potassium 32mEg/l. ALiiL
ZHHo] o 3 B Foju),
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