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Four brothers with hereditary sensory radicular neuropathy ( H S R N ) , 
from a total of 1 2 siblings, have been studied, and a disorder of the blood 
proteins, particularly of the immunoglobulins, has been evidenced. 

M A T E R I A L A N D M E T H O D S 

A f a m i l y o f 12 s ib l ings d e s c e n d i n g f r o m f i r s t - cous ins h e a l t h y pa ren t s w a s s tud ied 

( T a b l e 1 a n d F i g u r e 1 ) . F o u r o f t h e m s h o w e d H S R N . T h e y a r e f r o m B r a z i l i a n 

o r i g i n a n d w h i t e . T h e r e is n o r e f e r e n c e o f t h e s a m e d i sease in o t h e r r e l a t i ve s . 

T h e f o u r p a t i e n t s h a d t r o p h i c a n d s e n s o r y d i so rde r s a f f e c t i n g the u p p e r a n d 

l o w e r l i m b s in cases 2 a n d 3, a n d o n l y t h e l o w e r l i m b s in cases Ï a n d 4. T h e 

subs id ia ry tes ts w e r e cons i s t en t w i t h t h e c l i n i c a l d i agnos i s . 

T h e b l o o d s e r u m p r o t e i n s o f t h e p a t i e n t s a n d the i r pa r en t s w e r e s tud ied t h r o u g h 

e l e c t r o p h o r e s i s a n d I m m u n o e l e c t r o p h o r e s i s . W h e n the b l o o d s a m p l e s w e r e c o l l e c t e d 

n o n e o f t h e m w a s b e i n g s u b m i t t e d t o d r u g the rapy . 
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R E S U L T S 

T h e resul ts a re s u m m a r i z e d in T a b l e 2. F i g u r e 2 s h o w s the resu l t s o f I m m u n o e l e c ­
t rophores i s in cases 3 and 4. 

T o t a l p r o t e i n e m i a w a s i nc reased ( a b o v e 8 . 0 g / 1 0 0 m l ) in 3 pa t ien t s , w h i l e i n 
c a s e 3 i t w a s c l o s e t o the u p p e r n o r m a l l imi t . 

A s l igh t d e c r e a s e o f a l b u m i n e m i a w a s o b s e r v e d in 3 o f t h e s a m p l e s a n a l y z e d bu t , 
w h e n a b s o l u t e v a l u e s w e r e c o n s i d e r e d ( g / 1 0 0 m l ) , a l l t he pa t i en t s p re sen ted n o r m a l 
v a l u e s o r v e r y c l o s e t o t he l o w e r l imit , a s a c o n s e q u e n c e o f t h e ra i sed p r o t e i n e m i a . 
T h e l e v e l s o f a lphai , alpha2, a n d b e t a g l o b u l i n s w e r e w i t h i n the n o r m a l r a n g e , e i t he r 
c o n s i d e r i n g the p e r c e n t a g e o r the a b s o l u t e v a l u e . G a m m a g l o b u l i n w a s s l i gh t l y i n c r e a s e d 
b o t h in its c o n c e n t r a t i o n and in the p e r c e n t u a l d i s t r ibu t ion . T h e p r e s e n c e o f p a r a ­
p r o t e i n w a s n o t s u g g e s t e d b y the e l e c t r o p h o r e t i c s tudy. 

T h e c o n t e n t s o f i m m u n o g l o b u l i n s w a s e v a l u a t e d a c c o r d i n g t o the in tens i ty o f t h e 
c o r r e s p o n d i n g p rec ip i t in l ines in c o n f r o n t w i t h m a n y s a m p l e s o f n o r m a l b l o o d se ra . 
I m m u n o g l o b u l i n A ( I g A ) w a s n o r m a l in a l l cases w i t h H S R N e x c e p t in c a s e 3, w h e r e 
i t w a s n o t de t ec t ed . I g G w a s s l i gh t ly i nc reased in al l cases , l ike i t h a p p e n e d with: 
the e l e c t r o p h o r e t i c a l l y a n a l y z e d g a m m a g l o b u l i n . T h e m a c r o g l o b u l i n I g M w a s a b s e n t 
in cases 2 and 3, a n d m a r k e d l y l o w e r e d in t he r e m a i n i n g cases . O n l y t w o pat ients , 
s h o w e d inc reased in tens i ty o f the p rec ip i t in l ine o f be ta i l i p o p r o t e i n . 

C O M M E N T 

HSRN is a genetic disease with a great variability among the families 8 -
In the cases here studied an autosomic recessive heredity was evidenced. 
(Figure 1 ) . 

In the literature11 few references to pathologic studies in HSRN are 
found. Denny-Brown1 has observed, especially at L5 and Si and eventually 
at the cervicothoracic level, a rarefaction of the ganglion cells and the nerve 
fibres in the spinal roots and corresponding nerves. In the latter demyeli-
nation and reactional proliferation of the Schwann cells was found. The 
sympathetic ganglia exhibited a fibrous, glial and mesenchymal reaction with 
vascular hyperplasia and congestion. Deposition of a non-amyloid hyaline 
substance was found in the spinal cord, spinal roots and ganglia, nerves and 
walls of the low diameter vessels. 

Several factors have been incriminated in the etiopathogenesis of HSRN-
The disease may start after infectious conditions, vaccinations and undernu-



trition7. Local microtraumatisms12 and the sensory disorders seem to play 
a significant role in the atrophic process. HSRN could result from an ascending 
neuritis with involvement of the low diameter vessels 1 . 

The literature does not record metabolic studies concerning HSRN, except 
the investigations of Ortiz de Zarate 9 . 1 0 , who found a reversion of the al­
bumin-globulin ratio, with an increase of the gammaglobulin content, and 
suggested that the disease should be related to a metabolic disorder of the 
paraproteinemia group. 

Our results seem to support this view, and point to a disorder of the 
protein metabolism, particulary of the immunoglobulins. 

S U M M A R Y 

The protein metabolism in four cases of hereditary sensory radicular 
neuropathy was studied through the electrophoresis and immunoelectropho¬ 
resis of the blood serum. A slight increase of the gammaglobulin content 
was found in all cases. The immunoelectrophoresis showed an absense of 
IgA in a case, a slight increase of IgG in all cases, and an absence of IgM 
in two cases and a marked decrease of this macroglobulin in two cases of 
the disease and in their healthy parents. Only two patients showed an 
increase of beta1 lipoprotein. 

R E S U M O 

Neuropatia radicular sensitiva hereditária: estudo eletroforético 
e immunoeletroforético do soro sanguíneo 

Foi estudado, mediante eletroforese e imunoeletroforese do soro san­
guíneo, o metabolismo protêico em 4 casos de neuropatia radicular sensitiva 
hereditária. Em todos os casos foi encontrado discreto aumento do teor de 
gamaglobulina. A imunoeletroforese evidenciou ausência de imunoglobuli¬ 
na A em um caso, discreto aumento de imunoglobulina G em todos os casos, 
ausência de imunoglobulina M em dois casos e acentuada diminuição desta 
macroglobulina nos dois outros casos, assim como nos outros membros da 
família aparentemente sadios. Somente em dois pacientes foi assinalado 
aumento de hipoproteina beta 1. 
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