Cist 2™ = - M| RSO 55| K| 3(1):48~52, 2001.

olold 1 (0] =3

?il Tl—l— — OI ol: o

o
- SHEY -
AMICHEf 1] oj BiC st A Eo|st s Y 2SY AT, AN CfStu O/ufryfst 2|ty
FEM - ZR7 - 0|H - YWAIR - WRY - BAIE - EfS

— Abstract —

Distal Myopathy
— A casereport —

Joong Sun Ryu, M.D., Yoon Jin Kim, M.D., Yoon Jeong Lee, M.D., Sa Yoon Park, M.D.,
Yoon Ghil Park, M.D., and Jae Ho Moon, M.D., Tae Woong Rho, M.D.

Department of Rehabilitation Medicine and Research Institute of Rehabilitation,
Yonsei University College of Medicine
Department of Pathology, Yonsei University College of Medicine*

Although muscle disease classically presents with proximal extremity weakness, some myopathic disor-
ders, including several types of muscular dystrophy, result in predominantly, or exclusively, distal muscle
involvement. Accurate diagnosis of these relatively uncommon conditions can be challenging for the clini-
cian, because of unusual phenotype and significant overlap in the clinical features of theses entities. The
clinical characteristics of this patient were slowly progressive symmetrical muscle weakness and wasting
of al 4 extremities in distal part. Serum muscle enzymes were dlightly increased. The prominent EMG
findings were myopathic changes, but reduced recruitment was occasionally found in some distal muscles.
The muscle biopsy finding of right gastrocnemius showed the non-specific finding of myopathy. Among
various perviously described distal myopathies, several diseases have been established as clinically and
genetically distinct entities. The most representative diseases are dominantly inherited Welander distal
myopathy and tibial muscular dystrophy, and the recessively inherited distal myopathy with rimmed vac-
uoles (Nonaka myopathy) and distal muscular dystrophy (Miyoshi myopathy). In this case clinical charac-
teristic was compatible with Welander distal myopathy, but genetically not consistent with autosomal dom-
inant inherited disease. Because this case showed overlap in the clinical feature of these disease entity we
concluded this case was nontypical early adult onset distal myopathy.
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Fig. 1. Photograph of the case. Distal muscle wasting in both
lower extremities: anterior compartment.
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Fig. 2. Photograph of the case. Distal muscle wasting in both
lower extremities: posterior compartment.
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Fig. 3. Photograph of the case. Distal muscle wasting in both
hands: dorsum.

Fig. 4. Photograph of the case. Distal muscle wasting in both
hands: palm.
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Fig. 5. EMG findings of theright tibialis anterior muscle. Mild
to moderate spontaneous potentials are noted.
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Fig. 6. EMG findings of the right tibialis anterior muscle.

Short duration, low amplitude, polyphasic potentials
are noted.
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Fig. 7. Paraffin embeded section of right gastrocnemius mus-
cle shows hypertrophic, atrophic fibers and degenerat-
ing fibers (arrow)(H & E, x 100).

Fig. 8. Myopathic changes showing increased size variability,
internal nuclei and de-/regenerating fibers (arrow and
inset)(H & E, x 100, inset, x 400).
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