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** –  p<0,01
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, -
.

 ( ) -

 5,6%,  3,2%, 
 2,4%. 



11

 ( ) -

 0,4%, 
1,3%,  ( -

 0,05%). 

.
-

 16 ,  1 , 2 
, 1 - , 1 

- - -
, 6 - , 2 

, 3 ,
.

 4  (3 , 1 -
- ) -

, .
-

 7 : 2 , 1 
, 1 - -

, 1 , 2 
, .

 3  (2 ,
1 - ) -

.
 10  (4 ,

2 - , 2 -
, 2 , ,

2 )

.
, ,  20% 

(1-3 ,  2– , ), -
-

 ( ,



12

- , - , -
, , ,). ,

 ( , - ) -
,

, -
.



13

:
1. . . . «  L- -L-

: ».-
 – , 2010. 

2. . . , . . . «
- ,

». 6, 2010:40-41. 
3. . . , . . , . . . «

-
- ». -

. - . 2009. - .12, 2 (46). 
4. Amato A. A: Acid maltase deficiency and related myopathies. Neurol Clin 2000 

Feb; 18(1): 151-65 
5. Britton C. H, Schultz R. A, Zhang B, et al: Human liver mitochondrial carnitine 

palmitoyltransferase I: characterization of its cDNA and chromosomal localiza-
tion and partial analysis of the gene. Proc Natl Acad Sci U S A 1995 Mar 14; 
92(6): 1984-8

6. Deschauer M, Wieser T, Zierz S: Muscle carnitine palmitoyltransferase II defi-
ciency: clinical and moleculargenetic features and diagnostic aspects. Arch 
Neurol 2005 Jan; 62(1): 37-41.

7. DiMauro S., Bonilla E, Hays A P.: Skeletal muscle storage diseases: Myopathies 
resulting from errors in carbohydrate and fatty acid metabolism. In: Mastalgia 
FL, Walton JN, eds. Skeletal Muscle Pathology. 2nd ed. Edinburgh: Churchill 
Livingstone; 1992.

8. Karpati G: Myopathies affecting fuel and energy metabolism. In: Structural and 
Molecular Basis of Skeletal Muscle Diseases. 2002; 182-213.

9. Marzetti E., Lawler J.M., Hiona A., Manini T., Seo A.Y., Leeuwenburgh C. 
Modulation of age-induced apoptotic signaling and cellular remodeling by 
exercise and calorie restriction in skeletal muscle. Free Radic Biol Med. 2008 Jan 
15;44(2):160-8. Epub 2007 May 31.13.

10. Jakobsson F., Borg K., Edström L. Fibre-type composition, structure and 
cytoskeletal protein location of fibres in anterior tibial muscle. Acta Neuropathol. 
1990;80(5):459-68.

11. Smelt A.H., Poorthuis B.J., Onkenhout W, et al: Very long chain acyl-coenzyme 
A dehydrogenase deficiency with adult onset. Ann Neurol 1998 Apr; 43(4): 540-4.

12. Ostlund C., Worman H.J.: Nuclear envelope proteins and neuromuscular 
diseases. Muscle Nerve 2003 Apr; 27(4): 393-406. 



14

(KARNIEL)

 : 
: ;

1  200 ;
: , .

. .
.  « »,

, 127299, , , . 18, . 1. 
. .  ATC 16 01.

.  – ,
.

, .
,

.
, / .

’ ,  – 
, , .

/
, - .

.
, .

: ,
, - - -

. 7,8-
- , .

- ,
. - , ,

.
,  20 /

,
/ . , ’

/ ,
0,4 .

.

’
30.03.10  266 

 UA/10553/01/01 



15

. ,
,

 (15,1±5,3)%.  ( /AUC,
)  4,00 / .

’ -
- .

 58  65 %  5-11 . -
 2,0-4,5 

. -N-
,  (  8 %  49 % ),  [3H]- - ,

 (  0,44 %  45 % ).
 4  8 % .

 1 % .
.

;
,

.
.

.
.

-
. -

.

- ,  – , ’
.

, , /
,

.
, , -

. , ,
, ’ .

.
.

.

.
, .

, .

.

.
.  3- .



16

.
 30 , .

:  1  3 /
50 ,  5-15 / .

, ,
.  1 /  (5 / )

.
, -

, .
:  50  100 

/ / ,  0,25–0,5 / ,
. ,

,
.  50 / / ,

 3 /  (15 / ),
. ,

,
.

.
.

. -
.

- , .

 L-  D,L-
- : ,

, .  D,L-
.

- .

.
,

.
/ .

.

 ( ). .
. 3 .
.

 25 ° .
 +2  +8 °  1 .

.  1 25 , 50  100 .
. .


