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Abstract

Kennedy’s disease (KD) is a rare X-linked recessive lower motor neuron disease characterized by
progressive lower limb weakness, and it may be accompanied by androgen insensitivity and en-
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docrine involvement symptoms. This paper reports a case of KD, a patient with progressive lower
limb weakness, muscle atrophy, beat, tongue muscle atrophy, increased myase, electromyography
which showed sensory and motor nerve involvement. The number of CAG repeats of AR gene de-
tected by gene test was 47, which was the pathogenic type. The diagnosis and treatment process of
the patient and genetic analysis of family members are summarized.
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1. 5]

H Je1d % (Kennedy’s disease, KD) X B A fifi 2E 1 22 45 i (spinal and bulbar muscular atrophy, SBMA )&

— PR 12 3 i 1) AT P B N A RS B A 2 T IR A B AL R 2 RGN, 1968 4F H 3E E BRI

Kennedy B /RIRIE . %500 & MEM 2 %2 K5 F (androgen receptor, AR)HIiB &M X EMREZ S, FE

FERUE SRR B, IS F DT LT ARSI EZE, (HAERIRIEAR . BRid AT ig s & o

DIREREAG ol 1B E ] fe tH LR R (A ZAE . BIVEFLS R BIESS), X EeRILE B 2. H gz

2 U RERRAS I 22 12 3t R R R 4 5 L2245 I 22 i 4k (amyotrophic lateral sclerosis, ALS)fHIRE, tk 7 1%12,
Parboosingh 5418, 2%IZWI AU IE ALS [ 82 SEbr 1A KD J R U2 2o 12 Wr i) e pr e, 1E%

A/ AR 2 CAG %L 10~35, 1 KD E# ) AR £[K CAG EEH ML T 36. IR T E¥F

b R B Bt 22 ] B2 BRI A2 1 1 49 KD fiIEan k.

2. IGPRFEH

BEEM, 69 %, W “HHATHERNEIL S 6 7 T 2021 410 A ABt. &3 6 Fai I R iFER H I
MRS, M, e, BIaP W, BREEE I RE, TINE, SERUoKeZ.
WA R, TCAANELKEM, BFIENE, T ERRRTE ), 2 48 HIUSUHR 77 A E,  HLm
JITHR J&, KA B4k, = 1B, SE0oKee, KMERT, THEMmMR . RE. Kk
S RGBT A, TR . i R AR AT, SIERA, wILENZESEE 1),
MM V G, RURNENL IV 9, Dk TR, BRI, GRESKAL. S-S EUL. A H Al
S VELAT WV 4E . DU e s S 1E 8, OV B2 ERAE A M, 72 T4 Saki R FadE, R 2 1w B i i kiR
RIS AR FBR . MIENIERIEF(CK) 945 U/L; IMR{EH M. MmAEMmpE, BtiEM + D-
TR D=0, AR A BFETh. . ASO + RF + CRP. B, #MPYI. BB R,
CHF + ZPuiRBItE. PN IEPUA: GDla (IgM) FItE 1+, RERF . DHEE: 1) FEHof2) £
OEF R 3) P TEE LS A IRRHT) 4) QI i A (E 45 A IR 4T) 5) ST-T AR (Lo LR A L A8
HEEE IR PR S0 FNREIEIR: N 22 R AEPEM: . Bk Bk, G B R A, IS, A
MRS RE R, 2 2H ) S SRR P 0, 9545 i 2 B R A0 5 2 MK I AT BN ik A1 BEB /32 MRA fES . O
ERHE: TONREIRT, —ANR IR, TR IR, skl SR, AERETE.
BN : SANBIKRAERE A BEEOE B, NIRRT « LR T2 i s, R A B
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M EL . HERRBCC RO ERE S ICL, 25 B BE AT M40 S BES r iZ s AR T, RS & (BB
TR E, HI5EH Kennedy JRAHICHE RGN . JEAGIN: HEB R ZIAFEHH— 4R T CAG HEF
FIECH R 47 I, REBURTL(E 2). X K RIL S ARA R AR ZEF 1AM T CAG EE P AT
A, B =4 MR8 CAG EEFHITHIN 27/43. 25/51 A1 22/50 ¥ Mg, BEWL BEF)E
CAG EHFHIEIHN 25, HWLABUER(E 3).

Figure 1. Tongue atrophy
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Figure 2. The results of the capillary electrophoresis showed that the number of the CAG repeats in exon 1 of AR gene was 47
2. REMNRERBEERNRZZHEREINET CAGEEFIIKE R 47

Figure 3. Pedigree chart of the patient
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3. g

KD & —FF I X Esattsift . T SRRz s E B M & - NIRPGR, £ R
T 40~60 % AE S, BRI EL N 3.3/10 Ji. ZiaH CAG —BEET MM EEA1E
RGIRER) X ESZ R AL, CAG —BRRH3 B2 e A B N G R A 3 — 4 21
(AR F:[R) Xql1-12)RA5211, S MM 2 ALE T i - B - MR B 350 7 A 4 R guhr
M[2] BIETTAAIMAEN KBNS RS, DRERME TRzt E b RIA[3]. Fithe SBUEH B
HEBERARIRLL JOE 5. SN T 24 .

TR AU 32 BRI P 4 WA Th RE R RS HOARAERRE IR, 40 53 1k L g R B 2 It i LA % i i
MFEi[4]. ISBNHE TN B MU ESTC ), R B W, A S Eg s [5], HE
o) BB R IPH IR 55 AR (6] B A T IR 2 S EUEH M IURENIR . MAEVESIRARAR[7].
It KD &8 WL B8 S RIS SRR, mAREIRM AT RS CAG ¥ KA ¢, By 1
KECANZ WonNEsh B ERA, MR CAG EEJTH £ Won ARG ERA (7], AMNEH ME CK
AP H AT IR AN 2B VL BRI M PR T, R ACARESB. BB, JEREBCC L
JAERESCICAL, 25 8 H Bl BT A 4 I S IE B3 s sh e 240 3, I BIE CK s, fF&issh iR,

BRULERIAL, BBy B RS HBLOILAZR, 2014 £ 5% 144 ) KD B 34T OS2 RIIEGE &
L8], 48.6%HEHA LHERY, B IWHE VI~V3 S8 ST Btfisr, 11.8%E5% H I Brugada £ 5 1E(CH
O RTEEREE ST Bt s, X5 OURIMEREBEM RBSIGINAG 5¢), X 7 1) 3 347 o LTS G m Ao ) 3855 3
P AR FE AR . 2022 415 30 5] KD 7 A5 11 455 1RO IE RS X IE[9], & B 70% KD H#
IR OB, 4 Brugada ZL0HE RIS RLEEIEHR QRS %), HHRIMEEZ A OER
JE(34.5% vs 20%), 74% £ HIL T1 5 3 S @A O 4EL), 56%EFH &I 7 O BB S 7% CMR,
VR MR BE S I L BA L 38 R 4/7 AR R ECG EMAI RS CMR. ZEE CHBLFH O
BB S8 OO TR, ORI AT HH B I L 48 o o

KD H A2 £ 2R SRR, KD 83 T EEW ARG CAG ZBAE S 1, 1E% AR CAG &
HRFHIKEVEEN 11~32 CAG, £ KD E&H, CAG EEFHIKERN 38~68 AN[10] [11]. EXFFH 14 S
B IBAT YR IR UM A R B, AEEAR I AR B CAG =BKEE & FERAEME T TR L
AR AR N VEARZ IR AR, $REHTHEE[12] [13]. ABFR R IRATH 1 Bk RSl KD B idt 4y 3L R,
RO CAG EEHN 47, SEWGHIIR, 4 KD e Wibede, Jfit— xR Rk T 73R,
RIAI =4t . BT iZS8URERAT X Yetif, B RS & b b1 2 1Al 3k T4% 3%,
Bz EE Huioaar, SO UL DB IR — 0 i, BT SRR R R RE e, X R AR FAFLE 1)
AR

HHT, XA AR a7 i, RAEXERTT . AIRIER, WHIRENT 10 44, KERA
Bt PR P REAT — 7 (1D AE 32 03 13 e POV I [ 14] o 12 R0t 9 J AR 1 e PR it AR, 4 B U R B IR T e
DA RTNRE LLEE “EREFERIAR” o CFERTZE R CNTLE7 SR BB K AR [ 15].

EE&UIH
T 1T AR R (2021 YXNSO13)s 3 5 BE 25 b B 5 i L R 4 BT (2021-BS-004).
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