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PRI B2 4E « 107 me/g, JRIGEVFRHE N 69.2 mg/L;
Y5 B8 [ FEL UK | PR AS ] 2 T LK« L R T 33
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& Bt ENA HTiR3E Bt GBM Hiik  ANCA | &R H
U TSI s B A M 2T 8 1 FOIR IR DI RE
ORGSR R IE S . B E AU S VITRE S IER , 4.
F BRIV R 10. Tem x4. 7em 10, Tem x 3. 9em , 42
RGBT L2 k/NEA(0.3em x0.2cm) , +
B 1= NS DTN S e s = i DT IN = O N = M e W o
Filo Mas X e IE% .

REtmE BET 2018451 H 18 HEER M
SIS TS F RGN PR 20 A1 T8 e e
B A . G SR 24 NE/NER, Hi 1 ANEF
Aeth B N RIE L . HE G €8 n] UL oK &8 3 ik 4L 1y
MU DTRRTE B /N ok Z IR IXC, 6 4 1 78 78 s ]
FE . B/INEGERIE I, T4 B/ INE b R 40 S i S
VUG TR = S S w7 N =< DO = o |61 U R e N e
Rl #orE/Nsh kg BERG S ULl 1A, PAS 4L {4
AT DL /INER R R X K P B2 T AR K o T A 34



WRGSEEAEAGE 2018 4F 5524 4 SH 40l

FEYIITR , ZR X S B A0 I #E R 25 AT 2k, LI 1B,
Massom e a4 WL I T R AU, BPBEDIN: 16 |
IgA IgM .C3.C4 Clq.FRA ALB k 555 N 4%
TEMTE A B (AA D) DRI BT, MR
STYAT B/ INER ZR X B 40 10 L R I TR A A B
FE BT S i 21 €, ] B /N8 R it 48 g e B e, L[]
1C, ZPIHREY A IR T 23 Rk, B
B LU T ANE/NER AL  AIRAEEE T nT DLER
N R S TCE T AR B DU, A = nl Lok
HICAr Y SR HER R SE MR LT 4R DT, WL 1D,

7 BB IR IR T N7 A || G~

(EM, X12000)

(Conco red, x200)

1 Babrs

AR HBHE DNA FRACE 2 IR K IR
R 6 PO AT 3 R 81 434 L 7 -5 G M VE M A AR
A ) FGA 2 [H 4% 12 X K 1 c. 1673delA
(p. Lys558Argfs x 10) 22 A =248, M A AR A-a
L DR A — FloBT RO HE RS 9848 o 37 05 NS : FGA; NM
_000508.3; c. 1673delA; p. Lys558Argfs x 10; EX5;
Het; #ERZZRAE, WLIK 2,

& ARG AL TR 4 R A-o BE ' IEDE
WMFEASYE . A Tavb g (RS0 BERE N, B4
e BEANEF 257, LA BORRE S FF VKB R T RS SRR
BRI BRI b, KR eI E
#r,2018 4F 6 J] 25 H AR & AL IR () , B
(H), H40 M ( - ), lk#E 1. 027; Jx ALB/Cr
4167.7 pg/mg; IfiL: TP 56.3 ¢/L,ALB 32.2 o/L, JR7&
i R SRR g, H AT e e R,
WRPAiERR

341

FGA;NM_000508.3,c 167 1A[3>2] (std: c 1671A[2] alt: . 1673delA )reads(-)

M2 EEAN
i

VERYREAR MR I T S S AR A AN DT,
TWAEYER BA B FEAT S 45 B9 21 4, T 5
LA B D RE BRI A — 25 , ST M AR R DT AR
T T | A ) I AR R B DE AR A e . HE R
FEAE R WIS LD 0 J5 JE My R I 7E e T R i
20 JoE Y, fERIROE T R RTE . BE
W REZS (1) 43 100 3 B4R . AL BY (i & VR vE o AR AR
) AA (YRR TE R R AR ) 3K A R U R
FEAR M (B, TRER 8 11 D R A AR M 1ot 1514 U By A A
o AR PEVE AR P R — Rl e B R B PR R A R
9 , I Ostertag T 1932 4F 1 AR 1A , A& ML 5 4
B S L e g = S N TR N e = RN B 7S A S S e oy
HE T4 E AR A-a i IR E SR
A R R BEEAATT ALY A
VO el 1M CIM™ , 2013 4F 4 58 22 B BF 5%
7R, FGA JEH 2878 5| i 1 it AL PE£F 4 25 H R Aa
BEVE Ry AR AR 1 ( AFib ) 7838 A% 1 B 08 M A A8 Pk v i



342

E UL, AFib B 1 Benson 451 T 1993 4R
iH, B T 2007 4R UAIE 1P IR 1 s
PEAF AR R A-a BEVERIFE ARV, F BRI A EH
PRAE ML, 5 284 38 K B /INask, oK DL/ INAE ) o R
BB, HET KA AFib 20w 58 722 A7 s 44 T
FGA 1) 2 15 5 [H, £3 5 p. Glu526Val , p. Gly540Val
p. ProS52His | p. ArgS541eu, p. Thr538Lys , c. 4904delG |
c.4897delT L) . p. 548del ( 1636-1650 ) | p. 548insCA
(1649-1650) , Horpfe % UL 9 p. GluS26Val %75

AFib (9 F B G KR B 8 H R EE 2 TR 255
ik, BB R AT H B i P e A AR B
Fohz BRI AFD B2 SR U B
FRAE 728 32 2 Jay BRTE B Nk, VE R ) B AR T
/INER ZR TBE DRI KT, T 1Y) 2% B IX % 6 44 1l 78
SRR T I DA B NE R AR D2 R i
5 HABSE AL A 453 472 0 B A AU B RO ] e
AA I AL BB SE R REAR AN BB B /IR A Il A
A b2y B2 BT, MR E AL P 800 B e
R AR P W SR RE 26 1 o S OB P

' VE M A B HER 12 T B2 o3 BN 12 1 TS
1BYT SOas L R B G H B H 2 Tt AL 1
VERIREAS I I PRAFIE AR S, Im PR 50N 12, T LA
REZ W28 R12 . 2002 4, S5 X%F 350 5] e ) 9
W AL JE R R AR P %) B8 5 AT B B0 A, e R
34 451(9.7% ) J EAFAEVE AR AR FE I 2872, -
HRER I3 FCA BRI 978 (51.42% ) , i = 52 JiG o2
() W RISl AL BB SE R REARTE ' L BT AR
TG PR s S I s A A A U B 2R A A A B it 1%
PEE VERAE SR ) R, BT RN I, $R 347
TEM LR R A BE R A2 . VA T B e e
3R T3 F AN fe i 20 Ak S 7RO BUEE AR S B 1 3
%, ITAEK , O i) #) (1aser microdissection, LMD)
AT G EE (mass spectrometry ,MS) iR AT 18 R AL
RS B S W R T RS BT B . IR T8
T XoF P 52 S DA RO W U L SRR R T
JEE 534 , BRI TR A B, TR B SR A
HEFTHER M2 WA 538, 38 AT DS B AR A Fn s
JE Oy A 2 B A PR R AT S, SR A AL
1 AT R TR SR

ALV VE R AR AR SR TR R AR TR, Ak
I IROF ook AN B, BT AR IS =2
BUARAR R IBOG S AN B e B L RIB YT . AT R
B, — AR IR AR B , Bl S AT AN RS2
A B LR 1 2 %, 7 RS A S8 R AT K

WRISEHAEAGE 2018 4F 5524 % H4 4]

FREASPE , BT LN 2 HE A AT B 585 R T - IR
PO, m] LLAARAS 38 BR A% 26 o iy Bl 7 A B 22 S
AUEE AT, AR AR R 2k, A
BB ot ke . AR B T
IMALAF <1.5 mg/dL B#E K <2g/d (98 JE1T 5
PRI FEAE , o ] 2 i g 7 2 , By 1L S g i —
AEARBIME R, X T = IR DR G ] Y R R
AR e B e SR PRI S
2 % x W

1 Ostertag B. Demonstration einer eigenartigen familiaren paraamyloid-
ose[ J].1932.

2 Sattianayagam PT,Gibbs SD,Rowczenio D, et al. Hereditary lysozyme
amyloidosis phenotypic heterogeneity and the role of solid organ
transplantation[ J]. J Intern Med,2012,272(1) :36-44.

3 Yazaki M, Yoshinaga T, Sekijima Y, et al. Hereditary fibrinogen Aa-
chain amyloidosis in Asia; clinical and molecular characteristics[ J].
Int J Mol Sci,2018,19(1) :E320.

4 Rowczenio D, Stensland M, de Souza G A et al. Renal amyloidosis as-
sociated with 5 novel variants in the fibrinogen a alpha chain protein
[J]. Kidney Int Rep,2017,2(3) :461-469.

5 Nuvolone M, Merlini G. Systemic amyloidosis: novel therapies and
role of biomarkers[ J]. Nephrol Dial Transplant,2017,32(5) :770-
780.

6 Sethi S, Dasari S, Amin M S, et al. Clinical, biopsy, and mass spec-
trometry findings of renal gelsolin amyloidosis[ J]. Kidney Int,2017,
91(4) :964-971.

7 Lu C,Zuo K,Lu Y, et al. Apolipoprotein A-1-related amyloidosis 2
case reports and review of the literature [ J ]. Medicine, 2017, 96
(39) :e8148.

8 Prokaeva T, Akar H,Spencer B, et al. Hereditary renal amyloidosis as-
sociated with a novel apolipoprotein A-II variant[ J]. Kidney Int Rep,
2017,2(6) :1223-1232.

9  Sethi S, Theis JD, Shiller SM, et al. Medullary amyloidosis associated
with apolipoprotein A-IV deposition [ J]. Kidney Int,2012,81(2) .
201-206.

10 Dasari S, Amin MS, Kurtin PJ, et al. Clinical, biopsy, and mass spec-
trometry characteristics of renal apolipoprotein A-IV amyloidosis[ J ].
Kidney Int,2016,90(3) :658-664.

11 Nasr SH, Dasari S, Hasadsri L, et al. Novel type of renal amyloidosis
derived from apolipoprotein-cII[ J]. ] Am Soc Nephrol ,2017,28(2) :
439-445.

12 Valleix S, Verona G, Jourde-Chiche N, et al. D25V apolipoprotein C-
III variant causes dominant hereditary systemic amyloidosis and con-

fers cardiovascular protective lipoprotein profile [ J]. Nat Commun,
2016,7:10353.

13 Said SM, Sethi S, Valeri AM, et al. Renal amyloidosis: origin and
clinicopathologic correlations of 474 recent cases[ J]. Clin J Am Soc
Nephrol ,2013,8(9) :1515-1523.

14 Benson MD, Liepnieks J, Uemichi T, et al. Hereditary renal amyloid-
osis associated with a mutant fibrinogen alpha-chain[ J]. Nat Genet,
1993,3(3) :252-255.

15 Gillmore JD,Lachmann HJ , Rowczenio D, et al. Diagnosis, pathogene-
sis, treatment, and prognosis of hereditary fibrinogen A alpha-chain
amyloidosis[ J].J Am Soc Nephrol ,2009,20(2) :444451.

16 Lachmann HJ,Booth DR, Booth SE, et al. Misdiagnosis of hereditary
amyloidosis as AL (primary) amyloidosis[ J]. N Engl J Med,2002,
346(23) :1786-1791.

17 Sethi S, Vrana JA, Theis JD, et al. Laser microdissection and mass
spectrometry-based proteomics aids the diagnosis and typing of renal
amyloidosis[ J]. Kidney Int,2012,82(2) :226-234.

18 Mousson C,Heyd B, Justrabo E, et al. Successful hepatorenal trans-
plantation in hereditary amyloidosis caused by a frame-shift mutation
in fibrinogen Aa-chain gene[ J]. Am J Transplant,2006,6(3) ;632-
635.

19 Fix OK,Stock PG,Lee BK, et al. Liver transplant alone without kid-
ney transplant for fibrinogen Aalpha-chain (AFib) renal amyloidosis
[J]. Amyloid,2016,23(2) ;132-133.

(2018-05-28 ¥ #5)



