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Familial Amyloid Polyneuropathy and the Treatment by Plasmapheresis or Liver
Transplantation

Shu-ichi Ikeda
Third Department of Medicine, Shinshu University School of Medicine

Summary Familial amyloid polyneuropathy (FAP) is one form of hereditary generalized
amyloidosis with an autosomal dominant trait of inheritance and is characterized clinically by
progressive polyneuropathy and autonomic failure. Pathologically amyloid deposition is seen in the
extensive areas of peripheral somatic and autonomic nerves. Amuyloid precursor protein in FAP
is a transthyretin (TTR) variant, and the liver produces nearly all of the TTR in serum. A
TTR-adsorption column has been developed for the removal of variant TTR from the serum of
FAP patients. Recently, liver transplantation has been widely accepted as a promising treatment
for FAP, and in our country living-related partial liver transplantation has been employed. In our
series of FAP patients, periodic severe nausea and vomiting ceased and other autonomic symptoms,
including orthostatic hypotension, abnormal bowel movements and dysuria, are also improving
after liver transplantation.
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Wi %, BHE I TTRIEE T D exon 2~4 % PCR #:
THEEL, ¥ 5077 DNA 43 % direct sequence ¥
5L TCHETFREERET 5.

7. & &=

FAP ORIEMF L F NI ic L 72 i 5 % 5 3
AL L TR, RAICE, 1) s 3%
HETTROEL®MMZ 5, i) MEFH»S5ERTTR
2ErET S, i) HEBCBUA2EETTR 67 I O
A F~OEBEHIET 2, iv) HE~®BZLLT7 30
A FEGEET S, DARPEZOND, BHESETT S
oA FEAZMZ2F70E7 304 F2EBETLDI
B R s YRR o,

HAE7 7 x vy AZEHEE 20525 (2001) 155

NI | -El ectronic Library Service



Japanese Society for Apheresis

mg/di
BEFARE 40—
m b
B 1
e FROTTR=——— WAL %0
(714 KAREA) (LBX/ABERL)
T 7304 KRB 20—
L
BRERIER AHERE .
: . )
M3 FAP OREMF LABENA P SF— o FE . Y T T
‘..’ ; - é.‘,. . o é .
71 MR LREE ° T T T T T T T T 1
MmEh» S5E R TTR 25E T 5 B CTMEERHE % 5 10 15 20 25 30 35 40 45

days
5 UNCER TTR #BIRMICKE T 24 7 L2 v
F4 BIRETTRBEH S LIS MRS (1) %217

M AR BB E A A S Lz, MEEAHLIE 1980 ¥ PAP % 0> A 12 TTR (—%#8) & %R TTR
FERDOEY 5 1990 ERDOFID 1T TiITbh7z?, (-----5HR) BREDHERS

L L 10 BEDKAE% £ 5 FAP BE LT TTR

ZRRET B 72 OIS MRS 21T D T LT B BBTNTIY, fEsa 7)) v, BREERVE VR
OEMEZET S, s RKEOBRMBEFEMRT LI L ¥ OFER RS ZE R IR & SREC R R S %
TOANWABHZ OO EHEL BT Shni ED wEFEZ N,
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FF—Eo/-DRFME6 4, K554, MRN3IZT
H5, WEPI0OAHABEFELTEY, LB RIFRE
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FMiEZD-EABFILCEETHY, EAEOIEFIZ—®
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BEEEEE B2, D4 HPEHL TV 3,

7.5 FAP BEDEAFA L /4% 4BE (K2

/ FF#%48)

FAP BEDOHIEIZ7 S o4 FHIEBEYWE TH 2 LR
TTR OELRRTIE, #HE - WERE L E o/ D
FFHEEEIZIER TH B, T D7z O EIF ORI O FkE
B B e U TR & h 2 ISR oS B N2 L T
DEREREE 2T, B L T FAP BE 5 51
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