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Chinese patients with distal hereditary motor neuropathy. an analysis of clinical characteristics
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[ABSTRACT] Objective: To evaluate the clinical characteristics of Chinese patients with distal hereditary motor neuropathy
(dHMN). Methods: The clinical data on patients with dHMN collected from literatures published in China and from the patients
treated in our hospital were retrospectively analyzed. Results: The male to female ratio of patients was 1. 32 : 1. The age of
onset was from 13 to 60 years old,with a mean of (38.24-10.4) years old. The incidences of onset {from the lower limbs, the
upper limbs, and the four limbs were 84. 7% ,5.6% , and 9. 7% ,respectively. The incidences of decreased tendon reflexes,lost
tendon reflexes in the upper limbs,decreased tendon reflexes and lost tendon reflexes in the upper limbs were 30. 4% ,65. 3%,
13.0%, and 87. 0% ,respectively. The incidences of grade 3-4,grade 2,and grade 0-1 muscle strength of the upper limbs,grade
3-4,grade 2, and grade 0-1 muscle strength of the lower limbs were 55. 4% ,37.5%,7.1%,50. 0%.,37.5%, and 12. 5%,
respectively. No sensory disturbance was found in the patients. Electromyography (EMG) of 26 patients showed neurogenic
damages; the motor and sensory nerve conduction velocities were all normal. Eight patients showed neurogenic amyotrophy in
muscular biopsy. Conclusion; The onset of dHMN 1is mainly at middle-age and mainly in the lower limbs. The major
manifestations include weakness and atrophy of distal limb muscles, decreased or lost tendon reflexes without sensory loss.
Electrophysiology and pathology examinations play an important role in the diagnosis of dHMN.
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dHMN A9 Il RFFAE , BKE [ P SCER i 19 dHMIN
KFR8ACEH 60 #) B I BE H 1990 4 LK IZIA K
dHMN K & 15 4~ E 26 B, &t 23 N H R (86
R Y 7 R A S N N T N B it 5 9 A
AETEA, IS B SR ECR Z A8 2 86 i,

1 #ERMAE

L1 —&F#H Ba6, & 376,58 : &=
1.32 : 1, RIWAFIE 13~60 %/, F1(38. 24+10. ) %/,
Hod 13 ~20 % 9 ] (10.5%), 21 ~30 % 9 fi
(10.5%),31~40 % 32 5] (37. 2%) ,41~50 % 26 fi
(30.2%),51~60 il 10 ] (11. 6%) ., HFE 1~25 4F
GE 78 ), ¥ (10, 946, )4, Hi 1~5 4F 18 i
(23.1%),6~10 4F 13 fl (16. 7%), 11 ~15 4 23 #i
(29.5%),16~20 4 15 B (19. 2%) .21 ~25 4 9
1.5%),

1.2 ERWGAREIN ¥REMEERMN, KIS ERHESE
P E R o SR I A, e 7 R 2~ 3 AR
Je BRFET .2 6l 53 BIAE &G 2 45 R 4 4F J5 A 1% RN BB
FUEL, 1 &hE R (38 72 i) 336 31k R4 1) E T A
45, FIBGER R H 61 51 (84. 7%) , Horb B i) F Jit &2
W 42 ) (58. 3%6) . WU T R IR B R & 19 4]
(26.4%) ; L HGE W E 4 61 (5. 6 %) ; 1Y B[R] B A 5
FH T, 7Y% . WURZE 4 B GER L (3 67 ) .
A LR AR 13 B (19, 4 %) , R BN I AR I s
F9 WL IR 25 455, 000 LA k-1 LA A2 oA WL 28 4 0 DL L IS
W] B2 K B AR 3 g R 4 LA 5 B b B R 4
H 2613, 0%) , FH A BTF-H R L, K/ B fLEE
af R4y A D PR 2R A 5 IR LZE 4 DU R A
WURZE4i 4 52 B (77. 6%) . BT AT M & ¥ T vk B
it . FEER S oA (369 B . B SPIE R #H 3 1
(4. 3%, W B & 21 I (30. 4%) . 1 K & 45
(65.3%); F B IR % 9 1 (13. 0%) .THK#H 60
B1(87.0%) ., WLJ1ek s (3t 56 fi) . LB 3~4
K 31 B(55.4%) .2 K 21 BI(37.5%).0~1 %K
HA B 7. 1%) s TR 3 ~4 % & 28
(50.0%).2 & 21 #1(37.5%),0~1 K& 7
12.5%),

1.3 ZRE%E 26 GIEFIHT T U E Celec-
tromyography, EMG) ¥ i , 35 £ 7= #ijt 28 U 1 61 5
HI A7 AR5 72 32 Bl A% T 3 R R0 A% e R 1 OE
WL ER o B R B LRI SOE B, 27 BB AT
TN N2 P o B N e O 7 - S 1 < 2 4
ERERAH . 8 GIEZITILRTERE 45 R R #h
SRV NLZE 4 UEF 4 KNS 55, 25 45 00 WLET 2 1/

I RRRA G, 2 BB E AT ISR, Bk &
W

L4 #EHFE S6HEERA 2NMEKR.I2IMK
FA RS, o gk Wb A 8 AL W ek
Btk fe 2 A Ae ORI 2 AN BOE 11 4,

2 it it

dHMN J& —F > UL 1 bft 28 72 55 38t 45 PR 50 .
Nelson A1 Amick % F 1966 4 Kk, HFi i
HE RIS dHMN B3 A 858 05 65
A, H At 2 B85 HE - WLZE 46 iE (Charcot-Marie-Tooth
disease, CMT) BEA AL, 5 KR Y 35 4327 35 84 K L )5
J CMT B —ASEHR, U 1998 4F KK CMT B B3 ¥
CMT 4328 3 P28, (1) #6852, X HK S CMT1
B, ML S 3 B (nerve conduction velocity, NCV)
WS CE #2242 3 1% 53 B <38 m/s) , &1 K
AN JTTIZ BT B R A R A A, SR TR i
AR TFEM SRS s (2) Bl R Y, Rk CMT2 7,
NCV IE# 52 B2l 18 CF b 2842 30 1% 53 3% > 38
m/s) A2 T A 2R AR P R 2 A I B e A
(3) 3 3ity 38 A% 1 32 20 4 28955 7 (AHMIND |, MFR A 3z
Siig TR WL ZE 4 0 AL, 5 CMT BB BEAY, NCV IE %,
28 G R AR TE B AR ME 2 B0 R e A A R AR
PEFY, dHMN G RFE B S CMT1 8 CMT2 R HE %
ARARL, {H AT DA S o H A A A ol A 2 T R AR 4
dHMN iz gl f& 5 380 i RO 1% 5 3 B8 2 0E 8 L 4 48
TR LA IE % CMT1 83z 3l 1% S 3 B fn e 1% &
R SR U0, o 2 A 0 I e , LR A T B
B TR AR 7R S5 F IS s CMT2 B35 3l 4% 3 30
TEH AT RN L AR A 5 R R R U Y
P25 6 A AT LA R A Y

dHMN 3= %2 3R 90 A B A O i 1) G ) M2 45 . R
JHCHER 5 DL o Y S S el 3R S L TR PR AR AR
PR R E A A 84, 7%, Horp BN TR R R R
2915 58. 3% , FER I N HMF AT T, e 1 1
TR 88 BRI R A B, dHMN A 2 P A [
I A 5 At AN 2D L, AR 4 R D G ) B R O 2
9.7% #845r dHMN H& B aT [ B AR 4l rp 1 i
EIRHE LY 5.6% ., EERIN T 1 IC S AR
KN s L2 45, 0 1 5 T kR 2R T L R
dHMN = 222 h 14§ 5 /132 o) i 2 o0 aR 17 1 A28 1
B BT UIL S CMT S [A] 22 Ak 5t 2 A /0 f8 35 3 v iy
LA PRLZE 45 . M B 0 AR BT 2R S dHIMIN R
B LI AR A R A AR s R M I S ek
A2 95,7 % AU B34 i 5 569 ek 722 (100 %6)
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ST AT PR 1 g 52 59 B A 4 6F dHMIN 112 4 5
T, WU BRI R R TE ) J2 dHMN B R
WHEVR AL P ERN A 0~2 HE AN
44,6 %, BUR ML AR 0~2 938 2915 50%, Fh 3L
T 0~1 K ZEHZ T 5.4%.,

dHMN f& 3 1) 5 By K A X 46 5112 W 2 1R &
LR FLHS CMT MRS, CMT % 4 Y
PR i 1 J28% s R A (L5 43 A8 25 A W] T R o A, 3X
A ) 6 i) R MK L AR ARG A, A 26 5
B LR EFE T 23 DR AR IEIEE) 47 i A B AG
A SR SRR M 2 WA RUE L B A0 AL 15 5
Pl 28 A% 5 B VR B 28 4% S EE B OE R, i g AT
L Wik dHMN, CMT H & B A O LR 5
AT O UG 2% B2 3 5 0 WL 7 T im R R
BT E M2 S AR 27 Gl E 4700
il 27 K Ay 1 OK R B S, X 4R s 0 LI 2 ek B A
dHMN & PR UL, ik 22 7 dHMN 8
TR LSRN A i Ok WL IE L AR A 4 ) AT
I 5 A A R ke L X IR A BE U] dHMN A
I WAR A RS 5 T R A Bt — L%,
FE A E dHMN B35 Bl 2836 10 o i K B8, B
TEEAF B3 A IR 7T DL 1) — 2 [ A 1 ok L AT
T 3 B I A5 B 078 T BE 5 AR IR A OC UL IR I AR
PR AR ZE SR AR A 2 BIREAT
PRZETE A, S5 2R RS 8 BB A AT LA, 1
PER PR IR E LR 4, 5 B A E — B

HATHF5E R B, dHMN (#9 & 56 BL 95 K& LA 3R
LA RNA B S 5 90 8 5 A0 N
bR, UR T A AN S Y 08 B AT L 2003 4F, An-
tonellis %% R B dHMN-V A 1 E 56 B o H 20 Bk
tRNA & BB 5 [H (glyeyl tRNA synthetase gene,
GARS) . GARS %[N 15 8 1 Jo i) B 198 ol 25 4R %
BAER B AT AR OC 1) (RNA 518 19 2 5L 1R 45
B (B2 GARS B R 5 J& il 51 & dHMN &
I B4 R AN SE AT AE . DN RO 2R JT X (R~
NA & 8 Y 3t 2 508 /0 Sy 55 f0ak, S 23 5k b
9% R vt B A P B0 /D AT 571 5 i 28 5T D R Y U
2004 4F, Windpassinger 2™ & Bl Berardinelli-Seip
Se R PERG S 37 A B (Berardinelli-Seip congen-
ital lipodystrophy, BSCL2) #& [ 22 48 4 7] 5] jz
dHMN-V 8545, I % Bl BSCL2 2 %R A2 38 1
seipin 25 N 3ty 190 3L 10 47 55, 5 BOR £ K8 WA
mal# dHMN &%, 2001 4F, Grohmann %" %
P vt Y 5 WL 22 4 AE HF 0T W 3 fiE B A AL (spinal
atrophy with

muscular respiratory distress 1,

SMARDD MEURFE K s BRE 1w S5 5 HE 2
%& A (immunoglobulin p-binding protein 2, IGH-
MBP2) . IGHMBP2 % K #E AR )1z 3Rk % 4 +F
12 B 4 0 45 K AN ) B 1Y) 58 B PR AR B 22, IGHMBP2
BEPR 9845 1 Rl T BUE B2 ) i 4 0T D) e A 1 5
i SMARDI %%, 2003 4E, Puls 25 % 8k A7k
KIER T 12 sh # 4 JC R (progressive lower motor
neuron disease, PLMND) ) ZU% % K 24 Dynactin 1
FEH(DCTND L JFIESE 7548 19 DCTN1 % K G598
EASMAELS ARG B E TR, M MES 5017
Bis 0 B R A Th e R L A S 2 PLMIND,
2004 4F, Irobi 2" 1 Evgrafov 28 43 51 & 3/ 43
FHAK 35 1 22 (small heat-shock protein 22,
HSP22) % A A1 HSP27 3 W W] 5] &2 dHMN,
HSP22 7] £ 2 5 8 4% HSP27 1Y 3% ., HSP22 [
K141N #l K141E 48 R IRH S HSP27 Z [H] (1)
FHEAER R e T e 22 8 W AH B AR, 51 R R
LY 2 X B R X BB 58 A B D BB AR AR 1 AE L 5
A dHMN A %l 28 575 328 5 0 R 200 e 1 2 A 380 7 2% 0
M5 38 B4 22 e e 1=, HSP27 3 W %45 5
A 5] S 2 0 A0 M R E R R T L £ R 6 22
(24 i, DA TAT S 30 dHMIND

BZ  dHMN S — 21 It PR R 88 4% S5 J5 1 L A
B L I LAR SR A 3¢ dHMN R RF 58 & AR T,
dHMN % 55 5 A A 5 B fiff dHMN 9 55 (K 12 W7 L
ARFTS W 5L 2 77 J2 Wk o) 8 L A i = 3R AT
XF 15 4~ dHMN K & #47 HSP22 Al HSP27 K K5
W 25 50 K & B 50 L 3X AT AR S B O RR R BOR %
KLBE XA H I AL P E A dHMN B &
UL RO HE N R — A REFRATT AR R 6 A A
P DL b L dHMIN R 33 UL B9 B0 5L A
T kg A5 1 & AL 12 W7 RR T B SE Al

[Z % X K]
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Jiadilan Bih= Herba Crotalariae Ferrugineae Rust-coloured Crotalaria Herb
Jiaguojueguanzhong |FERFEMx Rhizoma Matteucciae Matteuccia Fern Rhizome
Jiaju Bii Herba Piperis Sarmentosi Sarmentose Pepper Herb
Jiandaocao H)E Herba Clinopodii Gracilis Clinopodium Herb

Jiangcan HE Bombyx Batryticatus Stiff Silkworm

Jianghuang Ed Rhizoma Curcumae Longae Turmeric

Jiangxiang BE Lignmum Dalbergiae Odoriferae Rosewood Heart Wood
Jiaogulan MERTE Harba Gynostemmatis Fiveleaf Gynostemma Herb
Jiaohao BE Herba Incarvilleae Sinensis Chinese Incarvilla Herb
Jiayanye Ll g Folium Solani Verbascifolii Mullein Mightbrier Leaf
Jiazhutaoye TR Folium Nerii Sweetscented Oleander Leaf
Jicai FF Herba Capsellae Shepherdspurse Herb
Jiegeng j it d Radix Platycodi Platycodon Root

Jiegucao EEE Radix Cynoglossi Amabilis Chinese Forgetmenot Root
Jiegumu EBA Ramulus Sambuci Williamsii Williams Elder Twig

Jiezi TF Semen Brassicae Junceae India Mustard Seed
Jiguanhua I8TEIE Flos Celosiae Cristatae Cockscomb Flower

Jigucao RE Harba Abri Abrus Herb

Jiguxiang BEE Radix Crotonis Crassifolii Thickleaf Croton Root

Jiji kS Radix Chloranthi Serrati Serrate Chloranthus Root

Jili =S Fructus Tribuli Puncturevine Caltrop Fruit
Jimu - 7 8 Herba Loropetali Chinese Loropetalum Herb
Jindenglong BTz Calyx seu Fructus Physalis Franchet Groundcherry Calyx and Fruit
Jingdaiji EAR \Radix Euphorbiae Pekinensis Peking Euphorbia Root
Jingjie BIFF | Herba Schizoney Fineleaf Schizonepeta Herb
Jingtiansanqi REX= Harba Sedi Aizoon Aizoon Stonecrop Herb
Jingucao BEE Herba Ajugae Decumbent Bugle Herb
Jinguolan 228 Radix Tinosporae Arrowshaped Tinospora Root
Jinigjin R Endothelium Corneum Gigeriae Galli Chicken's Gizzard-membrane
Jinji'er B8l Radix Carag Sinicae Chinese Peashrub Root
Jinjinapi EISME Cortex Cinchonae Cinchona Bark

Jinjingshi 28\/5 Vermiculitum Vermiculite

Jinjinxiang =RE Herba Osbeckiae Chinese Osbeckia Herb
Jinlianhua EEE Flos Trollii Chinese Globeflower Flower
Jinmengshi Ex Za] Lapis Micae Aureum Vermiculite Schist seu / Hydrobiotite Schist
Jingianbaihuashe SHBOEE \Bungarus Parvus Little Multibanded Krait
Jingiancao =HE Herba Lysimachiae Longhairy Antenoron Herb
Jingiaomai 2FE \Rhizoma Fagopyri Cymosi Wild Buckwheat Rhizome
Jinsitao ek 3 Radix Hyperici Monogyni Chinese St. John'swort Root
Jinxiancao SRE (Herba Antenoronis Neafiliformis Shorthairy Antenoron Herb




