TR P BE 2 5 HE A 2K 2002 4F 6 45 24 5456 W] Chin J Phys Med Rehabil, June 2002,Vol. 24, No.6

i e Vi s AE e A 2l PR L AR P A B¢

i RAEE AT B

(# ZE] BH B EHEs s RUSGE 205 (HMSN) I R | A SRR FRAE , ik Bl R R
F G , 73BT HMSN 1384200 2 G RAFAEAERE R AE LA K & IFE 402 W, 8- (94 1 el 26 BRARILHE A
MZIERADOCE M EIEE, 8R4 32 FI342 HMSN T BUEE 27 H104 4 Y iRk Ak istds |5 Bl ok s ko
A 3 ~27 2 594% LEGE NS XUT IOt JC 71 A 22 48 A2 5 , 100% A7 AU X FR R RBR T 1/3 2245 | T 2 AR S g
TR T PR 2 5 R IR SO AT XL RS S5 B (12/32) , XU Hoffmann fiF FE (12/32) , IR 8 1 T 4
1], RIS TG PSR GE Z2 KA AR R | G IR REITIE 5 01, & IF0E IR 1 1] S IE A2 15 ) A AEN S 3 431
P A LA 2l R A7 R T i A By R e A it MR o 2 A G B RN R B s A A R T I R 4 i
AR R I E S WA, 81 AU B S HMSN T B 55 i g X AR R BR T 173 WLZE40 , BB R T
T2, A WA T Ty | T -4 Bk e T2 RO B | Jol Pl 22 0 3 LARB B D 2 o AR AR I

(X8R Btz MgsErigm; K, W, JHe

Clinical, electrophysiological and pathological observation on hereditary motor and sensory neuropathy YE Jing,
JIA Jianping ,LI Cunjiang ,CHEN Biao. Department of Neurology , Xuanwu Hospital, The Capital University of Medical Sci-
ences, Beijing 100053, China

[ Abstract] Objective To study the clinical , electrophysiological , pathological and hereditary features of heredi-
tary motor and sensory neuropathy (HMSN). Methods Symptoms, electromyography (EMG) and pathology of sural
nerve biopsy were analyzed in patients with HMSN through family investigation and clinical data collection. Results A-
mong the thirty-two cases 27 were autosomal dominant inheritance, 5 cases were in a sporadic manner. The onset age of
this group was from 3 to 27 years old. The typical manifestations were symmetrical weakness and atrophy in the distal
limbs, with absence of ankle reflexes and drop foot. Additionally, some special clinical signs were observed, including up-
per limbs hyperreflex (12/32), positive Hoffmann sign (12/32), and pes cavus (15/32) ,finger malformation (5/32)
and diabetes(1/32). EMG exams revealed a reduced conduction velocity of motor and sensory nerves. Histopathological ex-
amination of peripheral nerve biopsies showed demyelination and mild axonal degeneration. The CSF protein increased in 4
cases, suggesting differentiation from chronic inflammatory demyelinated polyneuropathy ( CIDP) should be made. Con-
clusion The features of HMSN [ is symmetrical myodystrophy of the lower 1/3 of leg, ankle reflexes and drop food. The
CSF protein could be increased, and malformation of finger and diabetes could be observed. The main damages of peripheral
nerves was demylination, with minimal axonal degeneration.
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