AR EEEN _zpm—
Vol. 11, No. 4, December, 1993

7}E A Nemaline ZH% 3 &

QAT B AR, solseadr, Welgma
S - YA - ZAES* - LBJER - TSK

QA e Agead, e duds
ML ZEse
— Abstract—
A Familial Nemaline Myopathy
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Nemaline myopathy is a rare congenital myopathy, characterized by nonprogressive or
slowely progressive muscle weakness associated with rod-like structures in muscle fibers
and characteristic dysmorphic features. We report the first familial nemaline myopathy in
two generations of the same family, confirmed by muscle biospy in an 1l-yearold boy
and his mother. The patients had hypotonia and slowly progressive muscle weakness of
the four limbs associated with facial d; hism and skeletal
Light and electron ‘microscopic study of a muscle biopsy showed numerous nemaline
rods in both patients.
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Fig. 1. Both patients show same facial dysmorphism. (a) patient 1, (b) patient 2: mother of patient 1
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nine, A, YAELM, § XAAAE B4
olglen, 84 creatinine® 22 511U/L,
LIU/LE PAEess. 3307, AU,
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Fig. 2. Patient 1, An decton mlcmgraph of gastrocne-
mivs muscle. Longitudinal section showing re-
gions of enlarged Z-bands together with nema-
line. bodies (N).
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Fig. 3. Patient 2, Modified Gomori’s stain in frozen
section shows numerous nemaline bodies ().
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Fig. 4. Patient 2, An electron mictograph of biceps
brachii muscle showing numerous nemaline
bodies ().

- o
Fig. 5. High magnification of fig 4, N: nemaline body.
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HEPe oA AAtET welgoz FREG
(Engel® Banker, 1986 ; Bodensteiner, 1988). 4
Aolge AF 2039 F& 2 AAZHY
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A A2e el b #¥d ¥g wer
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8 A2 330) glol ASHFT Uente
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7% 2 AA7)E T Aol LA L
TH(Hopkins®, 1966 ; McMenamin’s, 1984).
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w0} QlojA guH e 49498 +44A
9] 40} nemaline THFOZ MZHUC

Nemaline 2439 #4 & @249 758
F 340l Qe A% 2P AW R
il obd As] wHAAE ApAT LFH
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HRAH Laing¥, 1992).
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PTAHEA #AMoz FHYFAANME
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shRldE 27t B3 % AAARRAN 2
sl vste] BollAE BeEEI AL
WA Gska AAAGFAA A ol Al
Eol RRANT. oW Belsh Bomel Wl
#4220 Ao} ekt A 293 9
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1990) £ Z diske] VTS 5] B S5
FEHAATFE, 1989 Morris, 1990).
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Yamaguchi, 1978), @ -actinin(Jockusch,
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2bs) 3t ch(Engel, 1966 Gonatas%, 1966;En-
gel3} Gemez, 1967; Jennekens, 1983). 2t}
nemaline W% AAAEF 42 (Re
snick, 1968 ; Karpati’s, Humpharey, 1965), Tt
B2 (Cape's, 1970) 2 HFA7) s AE
(Mair?} Tome, 1972)9 Fuel 293 FolAE
At SBA AEFE a2 A2 Al 2
¢ ¥8= doh

Nemaline Z%9] o ¥ 3430 net 2
o7k e Yk oE hoby W e B
FAAY o7 FL Wy Aol L APEY
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o )7k G eh(Norton, 1983; Martinezs}
Lake, 1987 pettersson, 1989). W& 2H& Q1444
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W75 o7k APSFE 6 $7t £4 @via
@HPettersson, 1989).
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