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ABSTRACT Aim To investigate the pathological manifestations of hepatolenticular degeneration(HLD)
patients with abdominal muscles and the diagnostic value of copper staining technology in HLD. Metheds A
21-patient HLD group, which was performed by splenectomy due to hyperfunction, was divided into hepatic
HLD (11 cases) and brain HLD (10 cases). 5 non-HLD cases of emergency splenectomy caused by trauma
was the control group. Muscle specimens from these two groups were cut into 10 p m thickness frozen slice
by liquid nitrogen-isopentane. The slices were dyed by HE, MGT, NADH-TR, SDH and CCO, then observed
by light microscopy. The muscle pathology between hepatic HLD and brain HLD patients was compared.
Results The abdominal muscle pathology of hepatic HLD patients was normal. The abdominal muscle fiber
size of brain HLD was mild different, 4 cases with SSVs, 3 with RRF, 2 with CCO activity lack of fiber and
S/C. The typical SSVs phenomenon of rectus muscles was observed in 2 cases, which brain MRI showed
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frontal malacia. Copper staining of the 21 cases of HLD in patients with abdominal muscle were negative.

Conclusion Mitochondrial dysfunction was not observed in hepatic HLD, but was observed in brain HLD.

Copper staining of the muscles in patients with HLD had little diagnostic value.
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TR ik e i ). (D0.4% L RERIEW: W
0.01 g dithiooxamid fNA 95% &% 2.5 mL H1F5 5> TA iR s
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2. IREERRES G U ATRERR TIREm®H 56
CHEE 3 h B 37 CRRMER s AE/KohEE 3 min; 75
AFEE G 10s; HZAEKPERGIEE, SLADATIRWNE
W 15s; BERBKRRETSEER.

W ELL YR R 0.1 g BEREIZLANA 15% BRBREKIA
# 100 mL i fg, WHETE, MERER: 5-4-
dimethylamino benzylideen)-rhodanine 0.05 g +J¢7k £.E%25
mL, TAEER: BHIERR R 5 mL +2% =7k CERE 45
mL, FERPATATE: PUEIER 0.5 g + Z&187k 100 mL,
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Tab 1 The clinical data of the 5 patients without hepatolenticular degeneration

We FR) 51 im ARAEIR Juik:z] Sco CP Fbid

No Age(Year) Sex Clinical symptoms (umol-L™") (OD) (ngmL")  Treatment
1 37 5 SMAEREERE 1 h, BEAET AR E 15.77 0.463 2922 22V
2 26 5 SMEEERE 2 h, AT AMTRS 12.87 0.564 282.5 SizY
3 31 8 SMAEBURBR 1 h, B ATR 14.22 0.424 266.3 SEYB
4 48 % SMEEREER | h, BRI L 14.16 0.417 260.2 F=arevlfi
5 33 5 SME BB 1 b, BT ARE 13.68 0.444 234.9 = 1237)):

E: CP-MFWEERD, Sco= MFMAAIE

Notes; CP=serum ceruloplasmin; Sco=serum copper oxydose
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Tab 2 The clinical data of the 21 patients with hepatolenticular degeneration

-303-
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No (Year) Sex disease Clinical symptoms (umol'L™)  (OD) (pgmL™) Brain MRI Treatment
1 20 5 24 LhiHtkEdmi, BERECK, B 3.63 0.07 65.2 KRFE IR, HLL
Bk, SRR, K-F E3RBEHE i3S
2 13 ) 1NMA BETR, HheERE, B 2.30 0.06 56.3 KWFH IR, WLl
BhK, K-F3RpE#E RIS
3 26 B 440 REWEHE, K&, W 5.40 0.06 67.4 KIRE W, HHLL
KR, BERRK, K-F FRBHAE Rk
4 29 Z 5ANA BFEAE, RE, ShEEH, 3.40 0.03 75.5 WA R4, L
FTEEAL, PERRR, K-FRRREME: ;E“IZ?F%" 1S
55
5 7 5 6 ™NMA  TUEH, MK, AR, 1.96 0.03 65.2 KFE I, WL
BEAPK, K-FERPAME RET %
6 28 & 64A  EEAE, FE, RE, AT 1.74 0.03 55.2 WAL R4, L
WEfL, MEpRK, K-F 3RBHE TERE  BOR
"5
7 11 B 14MA BEANE, Bk, W 1.59 0.03 28.4 WAL IR, HD
1k, PEfPK, K-F 3 TWRFEE BT
5%
8 18 2 TR BEER, XURREKM, ATRE 1.06 0.03 55.6 KAFE I, HL
1, PR, K-F FpEAE LSS
9 12 % 1 £ REH, RE, kK A 4.85 0.09 92.9 KWFHE R, HL
gk, HERRK, K-F 3R RS
10 14 1% B, R, WHKE, K 1.67 0.04 58.9 KAFE W, HU
BE4k, MEARK, K-F3RRAME R P
11 15 14 Z77, BREK, XU K e, 2.52 0.06 83.9 RRFE W, U
FFRE4L, BERTOK, K-FERPAYE L3103
12 19 3 14 feS BB, WEERM, 1.48 0.04 59.6 MMBTE IR, FHL
tk, MK, K-FEFRH Ak RRYIER
13 21 4 1.5  HFEANE, QKK AT 6.89 0.17 191.0 WA, IR, LA
th, BBRFRK, K-FFRERM FHH BRI
AEES
14 11 2% S0, TR, KR, KT 2.39 0.02 97.9 KRFH IR, L
: , BB, K-F 3R 1871173
15 12 £ 24 BB, Bk, W, 1.20 0.05 749 BANFEE  IR4AE, L
FFEffL, ek, K-FRRBRME: TRRE  EUR
"5
16 17 5 24 REWRIM, AR, kS 1.67 0.08 474 KREE IR, UL
&, MERRK, K-FZRRAHE RE PR
17 20 3B 54 LB, FEAE, T 1.85 0.06 53.1 IANETR IR, L
frsEfk, Ak, K-FRRRRME MRkt DR
18 20 B 2% FIEATE, R, FLEEH, 1.86 0.05 26.7 WMIER IR, L
K, K-F FRpHM: TRRE Bk
=5
19 10 B 3% EIEATE, MAmE, IT6E 3.73 0.04 67.0 PMHEE IR, HHLL
, MK, K-F 3R TXREE %
ms
20 19 Z 74 REBMK, BT AR, 7.80 0.07 46.7 KRFE IR, WL
FYEEfL, Rt K, K-FEARRME: iR
21 22 &« 3% 2 0mME, SEAE, FH, 2.28 0.04 37.6 WML I, FHEL
FFREAL, BRI A, K-FERRAYE ilﬁ?ﬁ HEYIRR
59

. CP=MFHREEH, Sco= MFHEIE

Notes: CP=serum ceruloplasmin; Sco=serum copper oxydose
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TUEFATRREIBRATATT . 2B HLD B & 47 10 B Rk {4t
AHHREBLRRIHATERER, SHAMIRERN
X BIE ¢ Pt — P,

HLD 5 b5 2 57 P % - ATPase(— Fif fH 25 54 iz ATPase)
FIRIER. BaiCAIEXEAARMEL, —NMER
B, B—AE&REC, REETMFEAEES T
AtoxI(—FRnER ISR B A W5 FRAB) A B 1R A i
(AR R TR, B fELhrfk sh k3,
FEEAEMH . DAEWIEHLD B4 RFIEFISN LS
R T S G RN, BEHEREHRE 24 FIF R
HLD 2 BT ISR RE Hh & BL R 78 A A 4R A L
eEi ity S 7 TN 12 6= P A AL R 7 A
HIRE AT AR AR & P AR S G R b, deskbr
5 A REME A HLD 2RISR . 205021 5{HLD
BE RN PR R B 2 G G B - AR
HLD &, £ 4 Gl(4/10)F7E MEESI AR E
Ahe, A 3 BIGN0)BEFENALRIEINRERE 7T,
WHLD B4 AL G BEMEREThRe R, TH
FEM - AMIER HLD B , ABFRLE Rt —5 X HLD &
BRTT LR HRIR .

ABFRAE 2 BURRAR TR 77 2R {1 9 HLD B0
EMA R B R SSVS BL S, 1 SSVs LR R LIk
Rik LRI R AR, AR HLD o, 4 2 6
BERERSRBRRN—F, TR4KE SRk IhEE
S, CAEMHTH-PHRIEEL, BHFTERIEEK-
MR HLD BEFERBBIRERE,
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S REHLD B IR E B R ES
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HLD EHE KRR R R TRE R, il -
RHLD BE WAL Z R T RER % . X HLD &
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