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12, Ak BIEST201 1458 H 2201748 H WIHE 65 B B INBFE B 15 K12 W Ry V8 R R A8 P 40
761 B B IG R ARG B GORL . S8R . 76 TE M AR PR B 00 T AR AR IR (55.3£10.4) %, 93.4% &
FWRTE405 DL E, B b h1s:1. 61%MBEA 2L L RGEME, 77.6%0 B H R I hy HL A i1 B
JREEAE . HyERRiE ﬁ%ﬁ%ﬂ(amy]oid immunoglobulin light chain, AL){'E?F}J\#/E‘@ B E s, H
w7 B K 22 K R e R (multiple myeloma, MM), I 77 U A B AR JE B AR R P B 45 E (amyloid
A, AA) 1B, 66.29%KY 83 28 1ML/ IR G928 [ 5 H UK ARG 1 5 o o e e Bk O 1 AR i L 76 AT e e Bk E 1
BRBEN, xR A, MERHTE R F73.7%, «HEAIPE N F13.2%, PIE LELA 61, BN H G
BV WTEM R A EETOUR T /NSRRI . SRR T /N ikEE . 4518 B IE MR TE SR R
BEPIAEDW, BEFRIFARBT400 UL, ¥ BREZR%, WIKRIZEE, 5k, Bib
R EE N i ML ARG B2 AR 25 5 WIR LT Y BT B2, 3 S el Ba A A w5 Bl 2
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Clinicopathological features of renal impairment

in 76 cases with amyloidosis

XIANG Liuxia, YUAN Shuguang, ZHANG Xinmin, ZHU Xuejing, ZHANG Sanyong, YANG Dandie,

XU Xiangging, LIU Hong, SUN Lin

(Department of Nephrology, Institute of Nephrology, Second Xiangya Hospital, Central South University, Changsha 410011, China)

Abstract

Objective: To investigate the clinical and pathological features of renal amyloidosis in order to provide assistance
for clinical diagnosis and treatment. Methods: A retrospective analysis was performed on 76 patients with renal
amyloidosis in our hospital from August 2011 to August 2017. Results: The average age of these patients was
(55.3+10.4) years old; 93.4% of patients were over 40 years old. The ratio of male to female was 1.5:1; 61% of
patients had two or more systems involvement; 77.6% of patients typically present with nephrotic syndrome

(NS). Seventy-five cases show amyloid immunoglobulin light chain (AL) positive, including 7 cases with multiple
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myeloma (MM), and one case show serum amyloid A (AA) positive; 66.2% of patients were found to have

monoclonal light chain in serum or urine by immunofixation electrophoresis (IFE); 73.7% of 76 patients was

A-chains positive, 13.2% was k-chains positive, the ratio was 6:1. Under electron microscopy (EM), the amyloid

fibrils were randomly distributed in the mesangium, along glomerular basement membrane (GBM) and at

the arteriolar wall. Conclusion: Amyloidosis nephropathy mainly occurs in middle-aged patients with heavy

proteinuria, and often involves multiple systems, with diverse clinical presentation, leading to misdiagnose. Renal

biopsy is the important approach to confirm the diagnosis by Congo red staining, and EM observation play a

crucial role in the diagnosis of early renal amyloidosis.
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renal amyloidosis; ultrapathological diagnosis; pathological classification
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BRE M (1gA, 1gG, IgM). #MA(Clq, C3). &4k
M (Fib) . AU BREE R BEA I I DT RRAR A7 B
SREE . AU B AR AR LL2.S %Y I I 1 E L 1%
DA, B R E70 nm, BEEREN . ATEE
PR B AU (5, 375 S FL R T UE 55 40 2 4 AR s DE R
TE0 o
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F 3401 (44.7%) . 6615 (86.8% ) b IIfe 1A 9 [K AN BT
7{%(9.2%)%\ BAZ R A REE (multiple myeloma,
MM), 3 E A 1 MR e k[ B G
(REMLATRIE . S8, IR S5 161 (1.3%) ] .
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Figure 1 Pathological appearance of renal amyloidosis
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PHAE2761(35.5%) , #MACIFHM:1761(22.4%) o
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AApoAI, AApoAll, Alys¥:fi T nBItE, 106G
I IR IR Y % 1T HbsAg, HbeAgfE 441k
SpYLfn 4WUHbsAg(+), lfﬁﬂHbeAg(+)o
2.2.5 BAEIK
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8~10 nm AN 22 AREEHY , Toor =2 . e, HEFIA M
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B R RS B TE R R AR 4, o0 A kLR IR E B
ARG A= o 53995 1 1T D /DN B ik RE A JE My A AT 4t 25
¥ oy A, BEREMGIE IR . 7 AT L /N Bk EE
JRHE PN H R | FR X ok ff 2 [C 9 BE A LT 50 Y
DURL
2.2.6 4R

661 e eI A FEBE FH M, BB O ALRY
HAALNPHME A FEs6f], AL-«FHME R F100]; 66
BIALH A 76 & IEMM, ¥ HAL-A AL, 146 53
BRGELATERIE I B 64, HE LS 4 R 4R
UM LT e B, 8k Y L AASE H FH
P, #Hi2 HAARY,

(A) B /INER R JBEIX K B A0 ML FE FT DL FE R R B S 206 . PHERAR TR (WISRZLGE (R, x 400); (BB /NER Z 51X 12 B 4 1ffL
EREDUR A TE R AR IR T Bk (RIRIE, x 400); (COMERHE S FIHUIR DR T B /IR 28 X R 41l A (e e
Jt, x200); (D)B/NERFRMEX . FERME LR T ]l WIS AR LT EDIR, FAR8~10 nm, Jo7ps2. fEAEE, ZRALICrPHES (E4T
5%, x13000),

(A) Amyloid deposits were salmon orange-red, regiment massive in glomerular mesangium and capillary loops (Congo red, X 400); (B)
Amyloid deposits in glomerular mesangium and capillary loops showed green birefringence when viewed under polarized light (Polarized
light, x 400); (C) Immunofluorescence showecd X light chain intense staining and regiment massive in the distribution of the mesangium
and glomerular capillary loops (Immunofluorescence, x 400); (D) Fibrillar deposits infiltrating the glomerular basement membrane (GBM),

subepithelial and mesangium appear randomly oriented and measure 8 to 10 nm in thickness (Electron microscopy, x 13 000).
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2.3.1 BhE &I

SO RN BIR LR A E, M 170 18k
RAL; 30BIFEE RIS IR ; 126]H 2
Wik, oflC I AR s 466147 XU BHEA
£, 18BN AUE IR M K (1)

F1 BERERNIEKRI (n=76)

Table 1 Clinical characteristics of renal damage (n=76)

i PRARF £ KB (%)
MeasEH/ (gL™) 126.8 £27.3
I AUEF/ (pmol-L ™) 90.5 (46~623)
JREHE &/ (g24h7) 6.4+ 4.1
My H&EA/(gL™) 229+ 74
IR LR SAE/ [11](%)] 59 (77.6)
TR R/ [11(%)] 17 (22.4)
BER AR/ [51(%)] 30 (39.5)
ARF/[ 51 (%)] 12 (15.8)
CRE/[11(%)] 9(11.8)

B /INE R E/ [5](%)] 59 (77.6)

B IEPRFUE K (n=46) /[ 1 (%)] 18 (39.1)

B /INE A AU A RN £ - B-D 24 AL A 4 W H 1 (NAG
M) o SRR AR 11 0B, OB B 1 T8
*Renal tubular damage include elevation of N-acetylglutamate

synthase, @, microglobulin and , microglobulin.

2.3.2 Ko RA

B A2z Bw WA ARG . O R G
MK ARG, 766l B EH S, 1BIAFRERFLL 74,
A7 W 2 ) & O A I 5E e AR A8 Pk 5 260 IE R
S B0 L[] 75 458 0 1) A R A . O FRE
ST B S 4 S R R AT B RE SR, 39647
B8 KB s A E R, A7 B (9.2%) B2 N
MM, Hri4BEAREZIM; 1861(23.7%) 1/~
WA £, 684710/ PR S E BREE AN, w4k
Ky, Hodasl(66.2%) R B H i/ R G 9 5k &
FIN, x4, 2P RGERE2Z R H13%(10/76),
INERGZE 529%(22/76), 3MLL FRGZE Y
18%(14/76), 61%(46/76)MEA 2 F RS
[ 2 8 (F%2).

Table 2 Clinical characteristics of extrarenal organ damage (1=76)

I ARAR A 11%5(%)
s, M RS 53(69.7)
nRiNiN 8(10.5)
JIgR 9(11.8)
K 6(7.9)
DN 5(6.6)
A BT R 8 (10.5)
INGEN R 20 (26.3)
JEFRERAIR O DT BEIR 12 (15.8)
AL JLIETFE H e 2(2.6)
AL, OTIREIVERL 5(6.6)
IR R 18 (23.7)
QIR 55(72.3)
i 14 (18.4)
MM 7(92)
ARG = 17 (22.4)
I/ PRFEERE AN, k24 45 (66.2)
FARIRIIBEAR T 8 (10.5)
BE IR 5(6.5)
it ek 7(9.2)
it Fes R 9 (11.8)
Jif g s R 12 (15.8)
ARG A 2 A 3(3.9)
N REGERIIT 32 B 10 (13.2)
I RGE[ATAZ B 22 (28.9)
3L ERGZ R 14 (18.4)
JEL R i e ERR A L AMA S 49 (64.5)

AR DR A

*Low limb lead voltage, arrhythmia and so on.

233 FTRBERRZHHATHEEREZ LGRS
o

AL-MEFE FIAL -« B & MG R FR A WK 3.
1O AL - FB 3, AN 4] 1M / PR G 938 [ 7 HEL ik A )
PR R ERE I X, BHMER B E L TALA
B (P<0.05) . AL-x B LA O NEFFIEZ R
LE A6 43 53R 709% F160% , 349 5 2 & AL AR (3
P<0.05). Mz RE KT FUREA W
KHERER G L (¥IP>0.05) .
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Table 3 Comparison of clinical characteristics between different light chain subtypes in AL

Il R A ALk AL P
1ML R B 33 1 5 HhL ik BEE / (4611 (9%) ] 4(40.0) 41(73.2) 0.038
MELLAEE/ (gL ) 130.6 + 28.0 1258 £21.2 0.604
s HAEE/ (gL ) 130.6 + 28.0 22.4+6.6 0.285
JRIE &/ (g24h ") 542+ 3.4 6.79 + 4.0 0.108
MALEF/ (umol.L ) 92.5 (71~369) 88.5 (46~623) 0.497
B2 S AE/ [51](%)] 7 (70) 48 (85.7) 0.219
B DIREAS 4/ [ (%) ] 3(30) 18 (32.1) 0.893
DIEAZ 82/ [1(%)] 7 (70) 18 (32.1) 0.023
ISz 82/ 111 (%)] 6 (60) 13 (23.2) 0.018
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