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A case of a focal segmental glomerulosclerosis collapsing variant associated
with a hypertrophic column of Bertin
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59 %, Bk, 2008 4E 9 H & b &G iRIE, RERN, ME LA OO 10 HI24Bi%2, Alb2.5¢/dL, Chol 527
mg/dL, JR&EH 10g/gCr &+ 7 0 —BIEMRFEZ R0, Cre 1.3 mg/dL & BIFEREIZKT, IS I I CRIER %
ATz, CT, MRI, &R CT OFEE, BRI Bertin EOMERIC K 2 b D LBWI L T3[R 7 0 —LIERER
AT L, BHEREIE X ST L7z, 2009 4 | H OB EBCAMIRA L 72 MO 8E 2 £ - 72 52 {4
TR, BURDEIMEARBAMLED collapsing variant & Z2W, AT B0 A F)VARIEZICLDL 77 2 L—Y A%
MifT L, AEatif [ i/, EbOTTHARE I TS collapsing variant IZA T B A F7$LA L LDL 7
7 2 L= ADP BRI D 5 L E 2 T,

A 59-year-old Japanese man admitted to our hospital complaining of anasarca, body weight gain, and ele-
vation of blood pressure. Serum creatinine (Cre), albumin (Alb), cholesterol (chol), and urinary protein were 1.3
mg/dL, 2.5 g/dL, 527 mg/dL, and 10 g/gCr, respectively. An abdominal echography showed a renal mass,
which was diagnosed to be a hypertrophic column of Bertin by enhanced CT. His serum Cre and Alb had wors-
ened to 1.6 mg/dL and 1.7 g/dL, respectively, and a renal biopsy was performed. The results showed a segmen-
tal sclerotic lesion associated with hypertrophy and proliferation of podocytes in several glomeruli, hence we
diagnosed a focal segmental glomerulosclerosis collapsing variant. After steroid pulse therapy and LDL aphere-
sis, his serum Cre level had decreased to 1.1 mg/dL and the urinary protein level to 2.5 g/gCr.

Patients with a focal segmental glomerulosclerosis collapsing variant are poor responders to standard thera-
pies, and have a very poor prognosis. For this case, combined steroid pulse and LDL apheresis therapy was
effective.
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FCBHIC

FUR A E AR BRIRIEALAE (focal segmental glomerulosclero-
sis : FSGS) D F#IE—MICHITF R E 2 7 1 A R0 i)
TR DIBRENZZN T 2 b DIFRIFTH 205, A704 Fi
P2 R TEFAOFRIZIZOLDTARRTH S 2 VAL
T3, 2Dk Td collapsing variant (FEBFRIHIRY) 1% th o
HRLL D & PEIEL, b TR FEIERK 1 4F) D
I BICKIEARITET T 2580% v, Shl, BIEEN
BrflEol %70 —IEMRETZZ L, BIEEHZDS Ber-
tin AEREK & BWid % £ T 4~5 A ARIOKIGHE I BB
N & % 7 v —CHEEREEST L 72 FSGS-collapsing vari-
ant KX L, A7 8HA F/$LALDL 77 =L — ADff
Miakz fifr L, B L ASRTR | B2 15 700E
il % kB L 72 D CTHE T %

E Bl
B &5, Bt
E EF: FEZE
BEFERE : IE (2008 4E 8 HE ¢ L), Ml (—), IE

B EE (—), g (1985 B RAFIIINIE)

HFEMRE W SHE, BT L eX— 5 &
L, 7/ha—); E—)b 1 R+EEN 1 #/H X404, &3
a 20 A/H X 43 4 (16~59 %)

Table 1.

RIREE © 5 5 Wik, RE 5 BAmEE - IRl

TR : 2008 4 9 H X IR O HIAFEE S 4 17 DT
BEyZIEZ F 3 L, EUEAICH o7z, 72, 10 HISIELAET
1% 57~59 kg FREECLE L T 7R EDS 66 kg F TR,
130/70 mmHg 2 T4 %E L T2 ILE H 160~180/100
mmHg & BA-O 7 dMEENEIZE, RALERA T2
L7F =¥ 13mg/dL, ¥ A% F ¥ C 14l mg/L & &M,
TIT IV 25e/dL EARfEER L 72, F7o, AR
Tl IgG 824 mg/dL L EMEHTH - 7, RATH TIZEH 9.57
g/gCr(3+), Wi (2+)TdH > 7 (Table 1),

PILZPEY(20mg), 70t 3 F(40mg), BANRSY
F v AT 5 (2.5 mg) DNIRZ BAMG L 72, NEHSIE & IR
7 (Fig. )12 THBICE R A T isoecho O B I ik 22
(32.0X40.3 mm) % 5B & 72 72 8, BEEE I TWIRERBHA
o Hffi CT, MRI, B> v F 7774 E%2MITLZLD
D, B L T W T & d o 7,12 HRIGEK CT (Fig.
2) Z AT L, MEREIEESEE & iso-density TH—ITIREE
N7-7-», Bertin MK EBZWr L7z, £/, EEELIRE,
LEEIR 2 AOBREBEFE bIEfHI N, 1=y 10
mg), 78% 3 FQ0mg), BANZRYF AN LS
mg) IZHZ, ANAFLE Y « X FFY 20 (20mg), it
BEW (7.5 ) 35 XN, 2009 4E 1 HI2 % 7 0 —BEMRE
FEET - M 720 ABEL 72,

ABRBEESAAME : OE 167cm, AHE 62.0kg, IfE 132/
66 mmHg, il 36.5°C, SEHY v SN 3, MR

Laboratory findings at the initial visit

Blood cell count Blood chemistry

WBC 11,100/uL TP 5.1 g/dL
Seg 595%  Alb 2.5g/dL
Eo 27%  LDH 272 1U/L
Ba 05%  AST 211U/L
Lym 344%  ALT 141U/L
Mo 29%  ALP 271 1U/L

RBC 474 F5/uL  T-Cho 527 mg/dL

Hb 15.2g/dL  HDL-C 62 mg/dL

Ht 439%  LDL-C 419 mg/dL

PLT 31.7 A/uL TG 339 mg/dL

CK 126 1U/L
Coagulation BUN 19.5 mg/dL

PT 11.1s  Cr 1.3 mg/dL

APTT 245s  UA 6.6 mg/dL

PT-INR 0.93  CystatinC 1.41mg/L

D-dimer 1.8ug/mL  Na 141 mEq/L

K 4.5 mEqg/L
cl 109 mEq/L
HbA,, 5.5 %

Serological study Urinalysis
CRP 0.13mg/dL  pH 6.5
IgG 824mg/dL  SG 1.014
IgA 97 mg/dL  Protein 3+
IgM 289 mg/dL 9.57 g/gCr
CH50 39U/mL  Glucose (-)
RF 201U/mL  Occult blood @2+)
ANA 40 1%  Keton body (=)
T4 9.5ug/dL  NAG 73.2U/L
TSH 2.64 ulU/mL
RPRS (-)
TPHA (=)
HBs-Ag (=)
HCV-Ab (=)
ESR 65 mm/hr




AR

Fig. 1. Abdominal echography
The renal mass (32.0 X 40.3 mm) was detected in an abdominal
echography.

flb 9 %

Fig. 2. Enhanced CT
The renal mass was equally enhanced like the cortex,
and diagnosed as a hypertrophic column of Bertin.

Table 2. Laboratory findings on admission
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Blood cell count Blood chemistry Urinalysis
WBC 8,200/uL TP 3.3g/dL pH 6.5
Seg 58.1 % Alb 1.7 g/dL SG 1.015
Eo 4.6 % T-Cho 287 mg/dL Protein 3+
Ba 0.9% BUN 19.6 mg/dL 10.19 g/gCr
Lym 323 % Cr 1.6 mg/dL Glucose (=)
Mo 41 % Cystatin C 2.14 mg/L Occult blood 2+)
RBC 411 J7/uL B,MG 5.9 ug/mL Keton body (=)
Hb 12.7 g/dL NAG 55.6 U/L
Ht 38.1 % B,MG 13,300 ng/mL
PLT 249 F5/uL
Anti virus antibody
Human parvovirus B19 antibody (IgM) 0.24 (index)
Human parvovirus B19 antibody (IgG) 8.71 (index)
Human immunodeficiency virus antigen and antibody (=)

i, DIFICEE e CLDMERT 2 L, BRI, R, 2
L, WIS Es, T - THRIChSEOZEZRD 5,
PUMCBEEI R 22 U, RS A AT R R IS S e L

ABRBFREFT R (Table 2) @ KB ARETIEZ LT
F=v16mg/dL, ¥ A¥F > C2l4mg/L EHBHLD
FRLTWE, 7LV 7 313 1.7g/dL, IRATRTIZE
M 10.19 g/eCr(3+), EMQ+)ThH -7z,

BARMR (Fig. 3, 4, 5, 6) : AR 3 W HICR Mm%
AT U7z, JEHAT 24 HORBRIEDBIZE SN, 5B 4 fldds
seatlfl, 11 @255, 5 2RI Z R L 7,
AL D % < TR U 72 B Rl o ¥ 5 % 5B o,
FSGS @ collapsing variant &2 L 7z, CD68 JtfiTld[H I

B AR BRI ANRAE LTz, & 72 RIS 210 e
DRHEALHEE <, —FIC foam cell b FRD 7z, HIETIIARGL(D
Tld IgM, Clg, C4c, C4d, C3c, C3d, MAC, Properdin 7%
PRI N, IgG, IgA, Alb BRI Nhro7-, BEE
TIREED microvilli ZF; 5, ENEP2NEZ &4, RER
A L 7K RN 2 % BER D 72

ABRRREE : ABEE 8 MH KD A7 04 F L ARRE
ZREFTL (X FL 7L F=Y'1 >~ 1,000 mg/day X3 HIH),
7L F=v'8m ¥ (PSL)40 mg/day (J 0.7 mg/kg/day) TH
HEiTol i 7 L 7 F = v fHiZ 2.1 mg/dL ¥ TERAL,
kD EEbN 720 70X 2 F, BitdEG L hIEL 7%,
PP IFSGE L, RED 62kg 25 51kg &4 L7228, I
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Fig. 3. Light microscopy of renal biopsy (PAS stain)
Segmental sclerotic lesions associated with hypertrophy and
proliferation of podocytes in several glomeruli can be seen.

Fig. 4. Immunoperoxidase staining for CD68
Podocytes overliding sclerotic lesion expressed CD68.

Fig. 5. Fluorescence staining
Segmental lesion is positive for IgM and C3, but negative for IgG and IgA.

H7 L7 F = Al 1.3 mg/dL, MiE7 V7 3 U fHI% 258/
dL, FREEIE 2.5 ¢/eCr L BRTMRICE S 22\ 728, PSL 40
mg/day 1212 CTABESE 37 W H X 0 A NSEEIRIC A 7 —
FIEEL LDL 7 7 = L — ¥ A (It 4,000 mL % ¥ L
77y 7 AThHE, VR Y — 3= (LALS) TWA) % fifT
L7z, BEHRIE 2.5g/¢Cr LA IFRO L0 7228, LG
7L 7F=UfHIE 12mg/dL, MIET7 V7 3 VX 39g/
dL ESGE L 779 S RITH T L7 (Fig. 7). iBFitR, &HH

JRY 092 g/gCr £ L, AT0A FEHEIKL T3,

z =

1744 4E1C Bertin 12 & D ¥)8 T & 417V Bertin F: 12,
T DM THAEINES LIRS N?, BRI TET
BB TH D, inner cortex & bbb T W 3Y, Bk -
TEHTB1/312% <, HX0DLEICH BT EBL 0D, Tl



Fig. 6. Electron microscopy
Conglutinating foot process of hyperplastic podocytes can be
observed. (X 3,000)

BIE IR 72 O BEARR D 2854 6 & Y., Bertin HEAMLA
LT3 M E N T—RIEEICHAS 2 E0H %,
Bertin fEAEKIZBE ORI TH 5 2 &, RIS
BEH & IZJEFO)J: A=V THY, »pOoMHEET 251K
IR LB 1< B3 20 v T & D FIE R B & X
%?%ukﬂfgéﬁm AT EbbY, B
Wiic CT, FEIUNEIE By, BENEERRZ 1 %
ZEbH BT, ANERITIREY CT THEE S, B
AT OO IEEAIDOHMZ 720 5 \v», BERE TIC
R 232272 % 2 & Ele o Fe, MRS 6 5 A AT 7 v
7F = UHIF 1.3 mg/dL 2*5 1.6 mg/dL £ T LA L, &
TNT I UAHIZ25¢/dL 6 1.7g/dL FTIRFLAZ L
I3 FSGS-collapsing variant IZ#KX T2 &£ bEZ 515,
Collapsing variant (& 1986 FICH] & T Weiss H 12 L D
FSGS D#fl#*# ) variant & L C cellular variant, FSGS with
diffuse mesangial hypercellularity, FSGS with tip lesion, FSGS
with glomerulomegaly & & % ICHEE S 72023, R DA E
H AL NI, 2003 FEIC D'Agati 5 13 FSGS JRAE %
FSGS (NOS) variant, perihilar variant, cellular variant, tip vari-
ant, collapsing variant ® 5 D DAL ML 722, collaps-
ing variant DFZ4HEHE & LTI, ToiRD 2 LIEERIRICHE
L, RMIEDIR B2 M- T 2 018k K23 7% <
EL 12552 L,L3INTED, fbod 4 >OH DK

fil 9 %4 57
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08/10 08/11 08/12 09/1 09/2 09/3 09/4
Cre (mg/dL) 1.3 1.5 1.6 1.6 1.3 1.2 11
Alb (g/dL) 2.5 26 2.5 1.7 2.5 3.9 3.9
Ocoult blood 2+ 2+ 2+ 2+ + - —

Fig.7. Clinical course

ZROTH Z OMBIDRHDYH 41U, collapsing variant & 2
W&, SUREITIRIEAR LR L 7 e lins bR
BE2sh, LIFLIEEARPEEZE&EATED, CD68 4uth
TREMICROIND L b TwsY, £, EE
TR L IR TIZR L, AU FY
L ARSI R BRI R, BRI Tl 7 & & dH 13 A
SNV ERINICIZBACS CEHEOEAREZ T 2
23, BERIR ITIE T TIC BB ME T L T 386803% <
= b oo TR GEERK 1 ) D 5 BIC KB A2
T 25AR% 0 EWRFMINTH 207, £, BWIC
I3 collapsing variant % %9 % Z & 23%\>, HIV'Y, HCV',
FOVER T A LA B9, RS 7 E OREE, 82 Fa v
Mg b U L2 EOSERIME, A OREHEEER Y Vo8
BRI P IC & B R YED FSGS %2 b 2 23D
%, AHEFITIZOEIRD 2V IBRIRICERI L, K L@k
B L 72 CD68 Btk o il % tf o 7 Bkik 2 A (L b
4 ORDI, BEERCHS 2 REEIIEDTES T,
HCV Etk, HIV B, 1gM BT LR 7 £ )L 2 B19 Fifk
Bk, PithifRlx 40 5 & SfETR <, ANCA bEEETH >
722 &5, FEFEME collapsing variant & W7 L 7z,
HBENCE T 5 % 7 v —LhRERREZ 29 5 FSGS fEfI O
THRFAERSED S, TBRUMRE X OABEMEMR I 255
NIAERI D FHRIZREFTH 2 DITxt LT, Rogaghfig 1
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B X BIRELER O P51 10 AL T 50 %, 15
FEREEFERETHRISREEDOTELDTH S I LD
ST T B, SR 14 4 5 AR 97 48 17 1 B i
WFZE8Eh> & D FSGS TR/ 82V 1C kU, JEARMTAREE I
RIFREATA FETHD, A7 04 FEHifl (PSL 40
mg/H% 4~8 5 L CTHBEEME X R E2ER |
RUZ R S 2 WRERD) 1T X I3 208§ 2 L I nTw
5, B THy 7 a X R VHHIEEIR A T e A FEAGE
BERED 4 %I B L T 70 % & BAF 2 R 5 1T
22, 1z, EITE% 9 256 TlE, ACE LSS ARB
DEHZHERL, #F L WERIMEICS LTl LDL 77 =
L= AbBETHEINT 05,

SRy i M R BRAR B LRE |38 B AR 2 1 72 5 D o i A
TZ N NSEEEERE, BRONE, BPRsRLED,
IZ tip variant GRERARRGHEIHAL) I3 GRS & B T4
BRI E I 5 DITH L, collapsing variant DB P& IZ AR
TH 2%, AEFIOHRBEDOIRICE T, BERICT
FHARTH S collapsing variant ZF2dH 7= 2 &, BALED
RN 1T B I 7 L 7 F = Al BRI TR
RIS ER A 2B 7 2 6, 25704 POl A
HBRBEIRL 72, A7 04 FoOVRABERRORGE, T7IEE
SGEL, REMA LD, MG 7 L7 F = U1fliE 1.2
mg/dL FTETFL, MFE7L7 2 Ulid 25g/dL, REH
1 2.5 g/gCr W%, IfliEaL 25w —)LiEd 245 mg/dL &
GET5H0D, FEATEMIEIFHEL Tz, ¥ 78
2R HEREERE G EE L 2253, ORI T PSL 40 mg N
RbcH b, > ra 2R v OPHHIZIELSEIFE O G
REVWEEZ 70, LDL 77 = L —¥ A ZBINTHifT T
52 EELE,LDL 77 2L —3 A8, &R 2.5 g/gCr
EWAZERD 2o oDy, MiE 7 V7 F = Uil 1.2 mg/
dL, IMiE7 N7 S Al 3.9g/dL &, BEOFEL H
D, LDL 77 =L —> A% 5 [Afif78 1B L 72,

Muso & (13— BLR T B R BR IR IR IC X 2 A T 1
A FEHiER 7 0 —RRE@E T, X ) 5o LbL 7
7 = L — ¥ ADORfTRIIFHROUGEICEN TV Ll
LTw379, bbb DM Y37 H FSGS-collapsing
variant I2%9 % LDL 7 7 = L — ¥ ZABHEOWME X, 27
AR r7ua2RY) UPFHERE TR L h > T 73 %
B, LDL 77 = L—3 2% 6 [MfiifT L7z & 2 AIREH
D3R 7 vu — VIR ORE E TR L, B IERAL
L7z &9 Miyazono 5D 1 I DA TH 3,

FSGS-collapsing variant IZ%f§ % LDL 7 7 = L —> Rk
BRI O WIS B DIEF O A B QDN TH 5 73,

YO RO LDL 7 7 = L — ¥ AT E 7% o iz
IR TH B EEZ T,

TEH

BIEEIR A Z > 7o % 7 0 — BHEERF T2 L, Bertin
FEMEARICHE> 72 FSGS LigWid 2 £ Ts5 A HMZEL, 2
DIEIAIRIE & 725 72, FSGS @ collapsing variant & \»9 Z &
bHO, MiE7 L7 F=Eld 5 A HET 1.3 mg/dL 225
L.6mg/dL, IMIE7 V7 3 UfIF 2.5g/dL 226 1.7¢g/dL &
B r 77— L 722, AR50 FSLRLE
LDL 7 7 = L —¥ ZADHFAIFRIEIC X O AE g 1 R
257z, FSGS ® collapsing variant 121 A 70 A F/%L A
& LDL 7 7 = L — ¥ ZDfF il 7 SR 22 iR S H £
%,
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