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Classification of Amyloidosis

M Secondary AL
M Hereditary Amyloidosis
M Primary AL

Localised AL

Senile AL
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ATTRVaIBOMet

Familial amyloidotic polyneuropathy (FAP)
Substitution of valine for methionine (Val30Met) is the most common

Deposition of amyloid fibers in the extracellular matrix of Peripheral
nerves, Gl tract, Heart, Kidneys, Autonomic nervous system

The most common mutations

Val30Met (n=450)

reported transthyretin (TTR) mutations

! Thr60Ala (n=11)
Ser52Pro (n=6)
Tyr114Cys (n=6)
Val71Ala (n=5)
Glu42Gly/His90Asn (n=4)
Ser77Tyr (n=4)

Other mutations

Thrd49Ala
lle107Val
Leu58His
Glu88GIn
Gly47Ala
Glu54Gly
Ser50Arg
Others
Unknown
Missing
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Herlenius A, et al. Transplantation 2004
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Concept of LTx In FAP

Mutant TTR (transthyretin amyloidosis) IS produced mainly
In the liver

|

Orthotopic LTx eliminates the source of the defect
TTR molecule

(not ApoA | + ApoA II)
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FAPWTR (2008-06-30)

e N =1455
Portugal (N = 650)
France (N =192)
Sweden (N =119)
Germany (N = 50)

Mainz 20
Hannover 17
Heidelberg 11
Freiburg 1
Munster 1
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Domino-LTx

Domino liver transplantation —
the Concept

Metabolic liver —~. 7 Domino
“ I| 1 5 ."I - .
disorder N/ _~\__ recipient

conventional I. A \| }/ p|ggy_back
Deceased or |
live donor

Quelle: www.fapwtr.org
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Operative Procedure

long resection of retrohepatic
caval vein

hemodynamic tolerance test >
venous bypass if necessary

achieve long arterial and portal
segments for graft and patient

Preservation of the inferior
vena cava

Llad6 and Figueras, HPB 2004
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conventional vs Piggy-Back

orthotop* Piggy-Back**

1,2

Blood loss [l] OP-Time [h]

*01.01.2001 bis 30.11.2001 (n = 27)
**01.12.2001 bis 31.3.2005 (n = 221)
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Double Piggyback

Lacerda, Miranda, Amorim et al, Transplantation Proceedings 2008

experimental procedure

main technical problem is the
length of the hepatic veins

reconstruction of the vascular
outflow using an iliac/cava

Anastomosia with right
hepathc veln ostium

Cstitim of the middie-relt hepatic
ing after esptoplasty

A o

Reconstruction of venous outflow with a cava graft FAP liver septoplasty between left / right hepatic vein
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Liver Transplantation

*
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Liver Transplantation* in Germany
(01.01. - 31.03.2009)

* postmortal donation without Split-Liver [ ¥

Eurctranspla ntml 1
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Liver Transplantation in South-Germany
(01.01. - 31.03.2009)

[ W)

. : : _ /
postmortal donation without Split-Live Em_ﬂtmnEplantm
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LTX ATTR,..50met IN Heldelberg

e N=11
Gene Allocation ATTR

e Gender:
— male: 7 (64%) B Met 30
— female: 4 (36%) W Arg50
Val107

 Age: 49.5 (27 — 70) ¥ Phe33
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LTX ATTR,130met IN Heldelberg

Domino LTX:
Follow-up period:
survival rate;:

— Met 30:
— Non-Met30:

N = 6 (55%)
3.9y (0-8)
72%

80%
66%

—— TTR=Met30 (n=449)
——— TTR#Met30 (n=62)

Herlenius A, et al. Transplantation
2004
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Conclusion

e LTx Is the only curative treatment for patients
with familial amyoidotic polyneuropathy (FAP)

 If prognostic factors are not optimal, LTx should
considered well

 DLTx could extend the donor-pool




