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[Abstract] Objective To investigate the clinical manifestations and laboratory examinations of
Duchenne muscular dystrophy (DMD) patients and evaluate the principle of intermittent intravenous
combined with oral glucocorticoid therapy. Methods The clinical features, laboratory examinations and
follow-up data of 155 DMD patients were collected. These patients were given dexamethasone 5-10 mg/d
by intravenous infusion for 10-15 d and oral prednisone acetate 0.50-0.75 mg/(kg- d) for one month. After
treatment, the motor ability of lower limbs, the level of serum creatine kinase (CK) and *"Tc-MIBI gated
myocardial perfusion imaging (GMPI) findings were compared with those before glucocorticoid therapy by
statistical analysis. Results 1) The motor ability was improved in 70 follow-up cases of DMD patients
with long-term oral prednisone (squat and rise: Z =207.000, P = 0.034; climbing stairs: Z = 237.000, P =
0.008). 2) The level of serum CK of 155 first diagnosed patients reached the peak at 3 years old, and
declined after the age of 8 (P < 0.05, for all). The serum CK of 70 follow-up cases was significantly
decreased after 10-15 d dexamethasone intravenous infusion (P = 0.000), and increased again after one -
month oral administration of prednisone acetate (P = 0.000), but was still lower than that before treatment
(P =0.008). 3) The ”"Tc-MIBI GMPI of 77 patients showed different degrees of myocardial involvement and
significantly uneven left ventricular radionuclide distribution, especially in apex cordis (55 cases), inferior
wall (45 cases) and anterior wall (30 cases) of apex. Conclusions There exists increased level of serum
CK in the sub-clinical stage of DMD. The level of serum CK declined year by year after the age of 8.
Intermittent intravenous combined with oral glucocorticoid therapy has an important effect on protecting
motor and cardiac functions, extending walking time and reducing serum CK level and muscle cell damage.

Early glucocorticoid therapy is recommended.
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Figure 1 Histological findings of biceps brachii of DMD patients.
necrotic myofibers were observed (Panel 1a). The myocytes were replaced by fat or connective tissue in advanced stage (Panel 1b).
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Figure 2

Dystrophin at the sarcolemma was absent (Dys-N, Panel 2a). Dystrophin at the sarcolemma was absent (Dys-C, Panel 2b). Dystrophin
at the sarcolemma was absent (Dys-R, Panel 2¢). Dysferlin at the sarcolemma was normal (Panel 2d).

Immunohistochemical findings of biceps brachii of DMD patients.

Immunohistochemical staining (ABC) x 100
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Table 1.
different age groups [M (P, P7s), U/L]*

Comparison of serum CK of DMD patients in

Group (year) N CK
<3 (1) 23 9531.50 ( 6810.25, 10599.75)
3-4(2) 12 11808.00 ( 8879.50, 11437.50)
>4-5(3) 15 11273.50 ( 9533.75, 12407.50)
>5- 6(4) 23 11398.00 (11 072.50, 13 794.50)
>6- 7(5) 27 11280.00 ( 9322.00, 12794.00)
>7- 8(6) 16 9798.00 ( 8301.00, 11 122.00)
>8- 9(7) 15 10072.50 ( 8454.00, 11 825.00)
>9-10(8) 10 9411.50 ( 7049.75, 1994.75)
>10(9) 13 6800.00 ( 4306.50, 8755.00)

*H=0.961,P=0.000. CK,creatine kinase, JJLF 34 fif

F2 ORFAERYALE LT 2 i LR 8 A K 7 i

[

Table 2. Paired comparison of serum CK of DMD

patients in different age groups

Paired comparison P value

1): () 0.000
@):3) 0.018
@) @) 0.022
2): (5) 0.018
@) :(6) 0.000
@7 0.002
@) (@8) 0.001
2):(9) 0.000
7 (8) 0.002
m:0 0.001

T3 AIAAFE I L BE DS B ILAS WLEE I 1) A5 3 LR S K B L B[ M (Pos, Ps) , U/L]

Table 3.
[M (P2, P), U/L]

Comparison of serum CK at each observation time point of DMD patients in different age groups

Group Before intravenous hormone Immediately after intravenous One month after oral hormone
(year) therapy (1) hormone therapy (2) therapy (3)
<4 6 10672.00 (13554.25, 9 143.25) 6283.50 (7180.25, 3231.25) 10356.00 (14 356.75, 5992.25)
>4-5 6 12730.00 (14 666.50, 11 315.00) 10381.00 (8 345.50, 6 068.00) 8742.00 (11 125.50, 6524.00)
>5- 6 7 12085.00 (13 569.00, 11 383.00) 2847.00 (3 883.25,2206.00) 11801.00 (11930.00, 9025.00)
>6- 17 12 11543.50 (12179.25, 8702.50) 3507.50 (5911.25,2081.25) 8618.00 ( 9800.50, 8 100.00)
>7- 8 12 9516.50 (11300.75, 7886.50) 3139.50 (5324.75, 1 896.50) 8653.00 ( 9539.75, 7644.25)
>8-9 5 9661.00 (13315.00, 8002.00) 3134.00 (5099.00, 1983.00) 7500.00 ( 9307.00, 6753.00)
>9-10 8 10331.50 (11994.75, 7049.75) 2039.50 (2669.25, 1343.00) 10056.00 (10400.00, 8 459.00)
>10 14 6970.00 ( 8322.50, 6190.00) 1363.00 (2224.50, 1044.00) 5639.00 ( 7865.50, 5153.50)
F5 Al AR ALBE T LA [R) WL I 8] £ L 3 LR
" 3 SIZ. ik X sk
R4 ORIV ALBEYI 8 L4 LGENT I AL T LR Rk AR RIS
S g 4 I T O 22 43 3R Table 5. Paired comparison of serum CK of different
. . bservation time points in the o
Table 4. ANOVA with repeated measurement design for 2 %er\‘/a e bR TR R R
serum CK at each observation time point of DMD patients in cor];?)];reigon <4 years >4-5years >5-6 years >6-7 years
different age groups
40 gTH 1):@)  0.002 0.007 0.001 0.007
Variation source SS df MS F value P value HE) 0.028 0.039 0.021 0.018
Treatment 19020.754 2 9511.882 43.650 0.000 2):3) 0.018 0.006 0.038 0.019
e 6149711 7 8785760 2.604 0.020 Paired
comparison > 7-8 years >8-9 years >9-10 years > 10 years
Treatment x time 3667.027 14 2619.293 1.202  0.282 ;
1):@2)  0.035 0.000 0.007 0.038
Error between groups  6796.867 4 1699.217
1):(3)  0.009 0.020 0.042 0.029
Error within group 2244.500 25 89.780
2):(3)  0.046 0.036 0.022 0.027
*P value

B I AT n A ILTC O R LR A . I AR SRR
1 , Duchenne B! JJLE 37 A RAE &8 LT 3 % B 138 UL
TR T Y- 3B WA, IS B W AR E T B P 1 g 4R
TRERT0% ~20% ', AW 45 R IR 5 Z A0 .3 %
Hip A LI B 2 ILTC 1y FILZE 4 R AR, T it T UL R

it 7 SF- 38 (R, R B A HE AR B AE L LA I B il
T UL TR A0 A R 2 WLER 4 A S R AL
20 N IR B R, (HRE AR R A H W AR S S S5 8 %

Ja iz 3 RE W R B I 3 UL R O K 3 AF T
W, 2 B LA M o5 S 3R, B 067 7 BUN A% B AL 40 i



P B A 2 B 2 201545 5 A S5 15 855 5

Chin J Contemp Neurol Neurosurg, May 2015, Vol. 15, No. 5 . 385 .

B3 BYHIL,8 %, LW A Duchenne B JLE FEA RAE o “"Te-MIBI GMPI {2

BER, CEPHSER R AR A, RERE UL 3a

WrZIE 3b A0 E LR AL AR O R

Figure 3 *“"Tc-MIBI GMPI of an 8-year-old DMD patient. The ventricular
muscle radionuclides showed significantly uneven distribution and spotted like
change. Tomography of left ventricular muscle (Panel 3a). Polar bullet plot of

left ventricular muscle (Panel 3b).
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