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Figure E1: Distribution by age at diagnosis and sex of 904 cases of PAM for which both data 

were reported. 

 

 

Table E1: relationships in familial cases belonging to 163 families (with references). 

Familial relationship Reporting 
frequency 

Reference 

2 brothers 24 FA1-23 

2 sisters 14   FA7,24-36 

Brother and sister 44 FA7,28,37-77 

2 siblings 11   FA78,79 

3 siblings 4   FA1,78,80 

4 siblings 1   FA78 

2 brothers and 1 sister 9 FA28,45,74,81-
86 

Brother and 2 sisters 7    FA1,26,51,87-
90 

3 brothers 3 FA91-93 

3 sisters 3 FA94-96 

3 brothers and sister 1   FA97 

3 sisters and brother 1 FA98 

4 sisters 2 FA1,99 

Brother and 4 sisters  1   FA100 

5 sisters 1     FA101 

2 sister and mother 1   FA102 

Sister, brother and his daughter 1   FA103 

2 Cousins (M,F) 1   FA104 

Niece and her uncle 1    FA105 

Boy, the maternal aunt, and 1 son of the brother of the 
maternal grandmother  

1  FA106 

Brother, 2 sisters and the daughter of one of them  1    FA107 
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Group of 6 persons: 2 sisters, 3 sons  (2Fe 1M) of one 
of them  and 1

st
 nephew of the husband of the same 

sister 

1    FA101,108 

Group of 6 persons: 2 brothers and 3 brothers (first 
cousins) and their uncle  

1    FA109 

 Not specified (58 patients) 29 groups FA110 
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Table E2: Cases of PAM with a slow clinical evolution and longest follow-up (with 

references). 

Author Reference Sex Age at diagnosis 
(years) 

Survival after 
diagnosis (years) 

Raffa et al., 1996 E1 F 18 30 

Usui et al., 1993 E2 M 12 30 

Hishida et al., 1992 E3 F 43 33 

Uhlinger, 1965 E4 M 25 33 

Shishido et al., 1993 E5 M 12 34 

Prakash et al., 1983 E6 M 20 34 

Tatti and Riniker, 1962 E7 M 22 35 

Gialafos et al., 2005 E8 F 20 35 

Coulibaly et al., 2009 E9 F 11 38 

de Velasco, 1964 E10 M 16 40 

Moran et al., 1997 E11 F 30 40 

Moran et al., 1997 E11 M 13 41 

Gramiccioni et al., 1984 E12 M 12 45 

Hagiwara et al., 2010 E13 F 10 47 

Jinta et al.,2012 E14 M 6 47 

Sahoo et al., 2013 E15 M 7 47 

Hagiwara et al., 2010 E13 M 8 48 

Castellana et al.,1998 E16 M 27 58 * 

 

* The longest-lived clinical case, with an absolutely stationary clinical, functional and 

radiographic picture, is still alive, 58 years after the diagnosis. 
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