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Clinical and imaging differences between limb - girdle muscular dystrophy type 2B
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[Abstract] Objective To investigate the clinical and imaging differences between limb - girdle
muscular dystrophy type 2B (LGMD2B) and immune - mediated necrotizing myopathy (IMNM). Methods
Forty-five patients with LGMD2B and 45 patients with IMNM from January 2014 to December 2018 were
included. Sex, age of onset, age of diagnosis and time of delay in admission were recorded, and serum
creatine kinase (CK) level was measured. Cervical flexion, proximal and distal upper limbs, proximal and
distal lower limbs were evaluated by Medical Research Council (MRC) Level 6 and muscle strength
percentages were calculated. Skeletal muscle fatty infiltration and edema degree on both thighs were
evaluated by MRI. Results The onset age (£ = - 3.605, P = 0.000) and diagnosis age (£ =-2.757, P =
0.006) of LGMD2B patients were earlier than those of IMNM patients, while the delay time of admission
was longer than that of IMNM patients (Z =-4.749, P = 0.000), the serum CK was higher than that of IMNM
patients (£ =-2.247, P=0.025). The muscle strength of neck flexion (£ =-6.320, P =0.000) and percentage
of muscle strength (¢ =-6.320, P =0.000), the muscle strengh of proximal upper extremities (£ =-3.528, P =
0.000) and percentage of muscle strength (¢ =-3.762, P =0.000) in IMNM patients were lower than those in
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LGMD2B patients, while the muscle strengh of distal lower extremity (Z = - 3.256, P = 0.001) and
percentage of muscle strength (f=-2.883, P =0.004) in LGMD2B patients were lower than those in IMNM
patients. LGMD2B patients had higher muscle fatty infiltration degree in anterior group (£ =-3.119, P =
0.002) and posterior group (£ =-2.534, P=0.011) of thigh muscle than IMNM patients, but IMNM patients
had highter thigh muscle edema degree in posterior group than LGMD2B patients (£ =-3.887, P =0.000).

Conclusions

Compared with IMNM patients, LGMD2B patients had earlier onset age, longer delay in

diagnosis time, worse muscle strength of distal lower extremities, higher serum CK and more obviously

thigh muscle fatty infiltration. In IMNM patients, muscle weakness of neck flexion and proximal upper

extremities, thigh muscle edema of posterior group were more obvious. These characteristics contribute to

the clinical differentiation of the two diseases.
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Table 1. Comparison of muscle strength and percentage of muscle strength between LGMDZ2B group and IMNM groun

R L F i3 8 I i 3 B R

4L BB oy moEa WUIES WUIEME IUNEA UIEAK IUNES IUIEAR WIS IUIE A
[M(Pys,Ps)] (R£s,%) [M(Pys,Ps)]  (Rxs,%) [M(Pys,Ps)] (X+s5,%) [M(Pys,Ps)] (x£s,%)  [M(Py,Pss)] (%xs,%)

LGMD2B 41 45 5.00 96.40+ 7.65 5.00 94.80+11.40 5.00 99.40 +3.09 4.40 87.90+12.26 5.00 92.70+11.23
(5.00,5.00) (4.75,5.00) (5.00,5.00) (4.00,5.00) (4.50,5.00)

IMNM 41 45 3.00 68.90+21.73 4.50 87.60+11.14 5.00 99.70 £ 1.97 4.40 88.70+ 8.53 5.00 9730+ 8.79
(3.00,4.00) (4.00,5.00) (5.00,5.00) (4.20,4.80) (5.00,5.00)

ZfE -6.320 -6.320 -3.528 -3.762 -2.400 -2.571 -0.270 -0.367 -3.256 -2.883

P 0.000 0.000 0.000 0.000 0.559 0.556 0.788 0.713 0.001 0.004

FEAHENLR . The same for Table 2 below

LGMD2B, limb-girdle muscular dystrophy type 2B, B B L 35 AN RAE 2B & ; IMNM , immune-mediated necrotizing myopathy , %3 /5 [ 3R
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E1 B¥ELGMD2B AR ,30 % . BUKHE MRIK AT L 1a
1 STIR JF 471 58 /18 45 FURE 97K 18k 5 3 K i
Figure 1

B2 ZHEIMNMEE 47 % DK MRIKG A PTIL 2 BEWEIE T WIAT W RARKE S LA = RS Wi 2b B STIR 5P
WP PN: =3 WS ES:E L UEE Y%
Figure 2 A 47-year-old female patient was diagnosed as IMNM. Thigh MRI findings Axial TiWI showed fatty infiltration of thigh
muscles, with significant posterior mass muscles (Panel 2a). Axial STIR showed moderate to severe edema of thigh muscles, with

significant posterior mass muscles (Panel 2b).

T2 LGMD2B 415 IMNM 41 f 35 XK & 45 WG 15 12 0 A0 K M 2120 18 He 38 [ M(Pos, Prs) ]

Table 2.
[M (P2, Pr)]

BB IR T WL S 7S i U 3 LA A LA FE LB

A 30-year-old male patient was diagnosed as LGMD2B. Thigh MRI findings Axial TiWI showed fatty infiltration of thigh
muscles, with significant anterior and posterior mass muscles (Panel 1a). Axial STIR showed diffuse mild edema (Panel 1b).

Comparison of skeletal muscle fatty infiltration and edema scores between LGMD2B group and IMNM group

b T W
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PR UL Ja RN

4151 il
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i Wi i K i

i Wi 7K i

2.00(1.00,3.25)  1.50(1.00,2.25)
0.88(0.31,1.40)  1.75(0.75,2.20)

LGMD2B 4l 33
IMNM 41 34

1.30(0.67,2.00)
1.33(0.75,2.30) 1.00(0.33,1.30)

2.60(1.80,3.20) 1.20(0.60,1.80)
0.70(0.40,1.20) 2.50(1.70,3.40)

1.00(0.67,1.67)
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