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A case of paroxysmal nocturnal hemoglobinuria combined with focal segmental glomerular sclerosis
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Youichi SUGENOYA*, Hiroyuki MORITA, Eriko KINUGASA, and Terukuni IDEURA

*Department of Medicine, Division of Nephrology, Showa University Fujigaoka Hospital, Kanagawa,

**First Department of Internal Medicine, Saitama Medical School, Saitama, Japan

A 8l-year-old woman was admitted to our hospital because of edema and massive proteinuria on
September 26, 1995. On admission, the palpebral conjuctiva were slightly anemic, and edema of the eyelids
and legs was observed. Laboratory findings were as follows, urine protein (3+), occult blood (3+), WBC
2,600/ ul, Hgb 10.0 g/d/, reticulocytes 20 %o, TP 5.0 g/d/, Alb 2.7 g/dl, T-Cho 376 mg/d/, TG 194 mg/
d/, LDH 763 U/I, haptoglobin<93 mg/d/, Ham’s test(+), sugar water test(+), and indirect coombs
(+). The erythrocytes of this patient showed a negative population consisting of double negative
erythrocytes evaluated by flow cytometric two-color analysis using monoclonal antibodies specific to
CD55 and CD59. From these findings, the diagnosis of paroxysmal nocturnal hemoglobinuria (PNH) was
made. The patient showed nephrotic syndrome and a renal biopsy was performed. The histological
findings of renal biopsy showed focal and segmental sclerosis and adhesion of glomerular tufts. Interstitial
fibrosis with atrophic tubules and lymphocyte infiltration were also observed. There was no specific
staining of immunoglobulins and complement by immunofluorescence. The diagnosis of focal segmental
glomerular sclerosis (FSGS) was made. There have been only three case reports of glomerular disease in
patients with PNH, such as purpura nephritis, IgA nephropathy and membranous nephropathy. The
complication of FSGS and PNH is very rare and there has been no report of FSGS in a case with PNH.
The onset of PNH resulted from the loss of CD55 and CD59, which was critical in the onset of FSGS in

the present case.
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Table 1. Laboratory findings on admission
Urinalysis Blood chemistry Serological examina-
protein TP 5.0g/d/ tion
(3+)3.10g/day Alb  2.7g/dl  CRP 0.l mg/dl
glucose (£) AST 25U/ RF <6.0U/ml
occult blood (3+)  ALT Iou/l  1gG 9.6 mg/d/
Sediment Al-P 75U/ IgA 196 mg/d!/
RBC 15~20/HPF  LDH 763 U/1 IgM 143 mg/dl
epithelial cell BUN C3 80.4 mg/d!/
(+) 20.4mg/dl  C4  29.9mg/dl
hyaline cast (+) UA 7.6mg/dl CHS50 41.4U/ml
hemosiderin (=) Cr 0.8mg/d/ ANA 20X
Ccr 60.1m//min  Na 140mEq/! haptoglobin
Hematological test K 4.1 mEq/! <93 mg/d/
WBC 2,600/u/ Cl  105mEq// erythropoietin
seg 44.0% Ca 8.1 mg/dl 32.3 uU/ml
band 0.0% P 4.8 mg/dl  Ham’s test (+)
lymph 40.0% T-Bil 0.4 mg/d/  sugar water test
mono 12.0% D-Bil 0.1 mg/d/ (+)
e0sino 4.0% In-Bil Direct coombs (—)
RBC 314X 104/l 0.3mg/d/  Indirect coombs
Hgb 10.0g/d/  T-Cho (+)
Hct 28.9% 376 mg/d/ LDH isozyme
PIt |4.8X|0“/,ul TG 194 mg/dl | 38.4%
Ret 20%0 Fe 37 ,ug/dl 2 36.1%
NAP rate  87% TIBC 160 ug/dl 3 15.3 %
score 261 ferritin 4 5.1%
plasma Hb 314.3ng/ml 5 5.1%
0.8 mg/d/

(Fig. 2), B 3RME OZFHES Y > BRI 2 o 72 R
HALIRZE 2580, IMEEOEEOIEE S K5 i (Fig 3),
&%ﬁ%&?iﬁﬁfﬂ?UV,ﬁW®ﬁ BRUE IR
inolz, PALX D FSGS L2 L7z,

¥ 18 APBER:, Hgb 10.0 g/d/, Hct 28.9 % & A ML
EThY, IMiff~ErutEy, BEVVEVIZIER, R
~NEVT ) BT, Mg 2R 5 R
<, Fio, ABHCIZBMAHETT 5 X 5 L MFETE %58
WxmpolzZ XD, PNHICHL CRERBED A & L
7o 08, WEIMFEENHIR LGSR AT oA NEORS 25
(3 5 FEE Lich, SEITEE L o7z, FSGS ioxt
LT, BEEEGEARKR40g/HB X OHSHKRS ¢/
H) & Prifi/ M (dilazep dihydrochloride 300 mg/H) 8 X
OFI] R 3K (furosemide 80 mg/H), [ K (nifedipine 40
mg/H) DG OFEOUE 2RO 12720, K THH
kT s e, 10 A8 HIGREE L ko7,
ZDBIRT, FRRZ KL TOFH (sodium  ferrous
100 mg/ H) 3 & WEERRRZ 120 L T O ZER (folic

citrate
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Fig. 1.
The erythrocytes of this patient showed a negative popula-
tion consisting of double negative erythrocytes by flow
cytometric two-color analysis using monoclonal antibodies
CD 55 and CD 59.

Fig. 2.
Focal and segmental sclerosis was observed in the glomerulus.
(original X 400, PAS staining)

Light microscopic findings of renal biopsy
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DETEATEY, SHBEREIRBHE T2 TFETDH
%,

Light microscopic findings of renal biopsy

Fig. 3.
Interstitial fibrosis with atrophy of tubules and lymphocyte
infiltration was observed. (original X 100, PAM staining)
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