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TABLE 1 Patient Characteristics and Laboratory Results Classified According to Myopathy Group
Dystrophic Myotonic Nondystrophic Primarily Other
Myopathy Dystrophy Myotonia Inflammatory Neurogenic Myopathies
(n=22) (n=31) nh=7 (n=9) (n=3) (n=2)
Female 36.4 (8) 58.1 (18) 71.4 (5) 444 (4) 0.0 (0) 50.0 (1)
Age, yrs 441 +15.5 46.7 +13.4 46.6 +10.9 54.7 +14.2 29.0+72 51.0 £ 0.0
BMI, kg/m? 23.7 £ 4.1 26.8 £7.1 27.7 £53 284 + 4.0 233+ 27 29.7 +£ 0.4
cTnT, ng/l 52 (18-145) 24 (11-36) 3(3-6) 26 (18-247) 65 (19-67) 19 (12-26)
cTnT >14 ng/l 81.8 (18) 71.0 (22) 0.0 (0) 77.8 (7) 100.0 (3) 50.0 (1)
cTnl, ng/l 5(2-9) 5@3-7) 3(2-4) 4 (3-6) 2(2-2) 3(2-3)
cTnl >26 ng/L 9.1(2) 3.2() 0.0 (0) 0.0 (0) 0.0 (0) 0.0 (0)
NT-proBNP, ng/l 70 (37-201) 61 (28-155) 66 (41-215) 57 (37-83) 9 (7-24) 74 (23-124)
CK, U/L 621 (234-1,040) 309 (208-432) 60 (40-298) 405 (186-1,105) 1,190 (232-3,730) 1,812 (541-3,083)
CK-MB, U/L 37 (20-60) 15 (13-19) 12 (10-15) 23 (20-44) 45 (19-75) 48 (26-70)
Myoglobin, pg/l 156.5 (64.4-227.5) 81.4 (55.7-120.7) 24.1 (21.0-60.8) 149.0 (49.9-252.2) 196.6 (40.8-483.3) 187.4 (83.6-291.2)
eGFR, ml/min/1.73 m? 125.8 + 39.6 105.6 +15.7 91.2 £15.7 100.6 +17.1 126.8 £ 13.5 116.4 +£7.2
Values are % (n), mean + SD, or median (interquartile range).
BMI = body mass index; CK = creatine kinase; CK-MB = creatine kinase-myocardial band; cTnl = cardiac troponin I; cTnT = cardiac troponin T; eGFR = estimated glomerular
filtration rate; NT-proBNP = N-terminal pro-B-type natriuretic peptide.
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FIGURE 1 Western Blots of Skeletal Muscle Samples
soontt Std 1 2 4 5 8 7T B 9 5M2 SME L Mo SME
260 =icontr St 4 4 5 B8 "7 8 8 SM2 SM2 Liv Myo SM3 l—‘ZW— PBS SDS FES |- 260
PES S0S PES
160 — 460 — 160
" — =10 - -110
. T o — - 80
e = s
= 50— —s50
= = - -4
0 - - 3= - -3
= |i
. ® . - 20
15— - 15— —15
tonrad SR R A ?t;‘s: gg‘é Liv. ‘Myc 503 scontr St4 1 2 4 5 @ 8 0 SN2 SME L Myo
260 — — 260 = PBS SDS FBS =280
160 — - 180 — — 160
10 — - 110 — - 110
80— - 80— —0
o= - - TTe S TS =0
B — — 50— —50
40 - - 40— —40
-_— . -
- 3 - - -
= - 30 = -30
-
20— - 20— —20
15— —15=
Western blots of myopathic skeletal muscle and reference tissue probed with cardiac troponin antibodies. (A) Anti-cardiac troponin | (cTnl)
(M3C7); (B) Anti-cTnl (M19C7); (C) Anti-cardiac troponin T (cTnT) (M7); (D) Anti-cTnT (M11.7). Purified cTnT and cTnl positive controls
(+contr); protein size standard (Std); skeletal muscle samples of patients with different myopathies (lanes 1 to 9, ID according to
Online Table 1); healthy skeletal muscle (SM2, SM3), liver (Liv), and myocardium (Myo) from autopsy.
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FIGURE 2 Simulation of Rhabdomyolysis
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Abbreviations as in Figure 1.

Measured cTnT and cTnl concentrations in plasma samples spiked with increasing
concentrations of skeletal muscle, myocardium, or liver homogenates (mean + SEM).
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FIGURE 3 Epitope Alignment
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Alignment of the putative epitopes of the respective capture (orange) and detection (blue) antibodies of the immunoassays with the amino
acid sequence of the 3 human (A) troponin T (TnT) and (B) troponin | (Tnl) isoforms (from uniprot.org). ¢ = cardiac; f = fast skeletal; s = slow
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