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Ahstmct

BACKGROUND：P8tients witll cerebral tlrpe hepatolemicul盯degene强tion

(HLD)always 8uffer f而m decre鹊e of imeUi鼬nce阴d memor】，．ⅡtlIe

memory ability of non_cerehal type HU)patiems ch雠ges i8 still uIlcertain．

oBJECTⅣE：To make sure tlIe memory abilit丫of non．cerebral type HLD

patient8．

DESIGN：Ca8e contml study on the b酗is of dia聃08is．

SETrING帅d PAR．nCⅡ’ANTS：Thinv case8 of non—cerebml HLD tm8ted
in Hospitaliz8tion and 0utp砒ient Service in Neurolo高y Research Illstitute of

tlle A陆li砒ed H08pital 0f Anhui CoUege of’IhIdition8l Chine$e Medicine

during January 1998 to December 2002 were chosen as patient伊oup诵th 15

m8les and 15 females，89ed f南m 16 to 37 yea玛old．Twenty heal凼y people
fbm this h08Dital 8tafr or volunteers f南m communitv were chosen as c∞tIol

窖即up with 13 males and 7 females，a鼯d如m 18 t0 43 vea璐old．
nⅡ．ERVENTIoNs．Wechslermemory 8c8le(WMS)was used to鹪se8s t11e

memory quotient of the patient group姐d tlle control gmup．
MADi oUTCoM哐MEASURES：Score of WMS of two舯ups蛐d memory
quonents．

RESULTS：The memor)r quotient of tlIe patient group(134．07±12．98)懈
higherthantllat oft}le contml group(110．4±13．4)(P<O．01)．And 67％
of出em had excdknt memdry，20％had邸od memory，13％of也em had

aVemge memory or 8bove．

CONCLUSIoN：The memory ability of non-cerebnd HLD patient i8 pretty

900d．Itis 8upp08edtllatthe copper content oftlIemis a b“higllertlI蚰tlIat of
no哪al people so th砒me ef五ciency of si印al transmission锄ong brain ceU8 is
incre聃ed due to出e emIancement of activity《copper dependent eIIzyme．
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州1'RoDUCTl0N
Most of the Hep8tolenticular degeneration(HLD)patients diagnosed

by doctors are in middle or advanced stage of cour8e with 8eIious

b豫in damages．The imaging test 8h州Ps mat there are emoUi砒ed focus

i玎b88al群mglia a戏地，8trophy in kin s￡em锄d ceI琶brm co掀．The
le姗ing and memory ability also are impaired except of occun．ence 0f
extmpymmidal system and hep砒ic symptoms，even mental 8ymptoms

趴d intelligence decrease can be found．AU the above s”nptoms are

defined cerebral HLD．The叭thor conducted tests of memory qllotient
for non-cerebnd HLD patients to explore tlIe mechanism of inteui．

gence ch8nge before and mer occurrence of cerebral symptoms in
non-cerebral HLD Datients．

Ⅳ【ATERIALS AND M[ETHODS

Mnterials

Thin)r c啪吕witll non-cereb飓l HLD讹a刚in Neurology Re8earch
Institute of tIIe A脏li8ted H08pital《Anhllj CoUege of’nad坩∞al

Chine8e Medicine we糟choBen酗patient翠伽p．Am仇唱tlI哪， 29

ca8e8 were hospitalized and one case was outp砒ient．Thev all met tlle

HLD diagIl08is粕d typing st蚰dards⋯．nere were 15 males蛐d 15

females who agedf而m 16 to 37 year8 old with ame锄age 0f(23±6)

years old．The di8e鹊e cour8e姗ged f而m 2 month8 to 16 year8 w“h
ame帅course of(4．88±4．75)years．7Ihere were 4 c船es with eady

stage symptoms，24 c酗es of hepatic呻e，2 cases诮tll bone mu8cle
type．A】nong出em，10 c弱es we堆900d gtudents with high score．The

conn_0l group w酗consisted of 20 people came f幻m healtlIy sta圩of

tlli8 hospit8l蚰d、roIuntee瑙f而m community with 13 males蚰d 7

females，a罢red from 18 to 43 years old witlI amean age of(26±6)

years old．111em w勰comparabil蚵on age， gender， education aIld

living are8 be伽een the附o gmup8(See Table 1)．

黜s1 C0mpd8““age’educati”“dliving”8 be附”“me(翟groups L n，

G。uo 。 垒壁!坚竺1
16—20 2l一25 26—35 36—45

P8ti∞t 30 14 8 7 1

Contml 20 2 7 8 3

．
Education Ama啪“p“瓦忑石亓忑j面j丽瓦而面五i丽丽而而

Methods

Wechsler memor)r scale(WMS)‘2，3】edited by Gong YaoxiaIl was u8ed

to a8ses8 30 c聃e8 of non-cerebml HLD patient8蛐d 20 no珊al people
in quiet r00In The original scor{es of intelligence，figure recall，vi8ual

recognition，、risual regenemtioII'鹏80ciative memory，touch memory，

understanding memory， and reciting number8 were got by山．b蚰or
mral scale．The measurement score collld be obtained by table look．up
so tllat tlle total score could be calcul砒ed．Then the memo珂quotient

could be obtair怆d according to age table．The rneInory quotient was

classified by wMS into follo丽ng伊ade8：excellent≥130，very good：

120一129；good：110一119；fair：90—109；below average：80一89；

critical state：70一79；mental defect：≤69[引．Phvsical examination．

relative tests锄d ultra80und tests of liver and kidney were also p渺
vided to non cerebral HU)patient8．Some patiems took brainstem

舳ditory evoked potential(BAEP)，electromyogram(EMG)，dyn锄ic
electorencephalography(DEEG)and head cT，MRI tests．
Stgtistical lm a：哆8is： SPSS 10．0 was used to process data and￡test

wa8 used．

RESULTS

Among 30 c船es witIl non．cerebral HLD， there were 20 cases with

memory quotient≥130，6 cases试th 120—129，4 c鹊es with 110—

119．Nerve system ex8lIlination showed that there were 9 case8 witIl

positive p砒holo百c础ex of lo—ver liIllb8．Ult瑚ound B test showed that
all 30 c鹧e8 had hepatic disease ofHLD，5 c鹪es had renal disease《

HLD．DEEG test was conducted to 17 ca8es， l case showed sli出lv
abnorIIlal EEG witll’short blast of 0 wave but without epileptic at．

tack Three ca8e8 h8d f缸t wave EEG。盯d 13 c踞es had noⅡnal

EEG．Nineteen c船es took BAEP tegt8。7 of them showed n0删鲥瑚甜fs
锄d 12吕howed出l删al r朗mt8证tll 1 c甜e having disappear}Bd single
BiIde or毓Laterallwg％BndVw8ve，l c聃ehaving dec陀船edVwave

锄pli机．垴6 c蚺鹪hl融ng PL plaloI增娟on 0f 8ingle Bide or bil砒eral V
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wave， 3 cases having PL pmlongation 0f single side or bilateral 111

wave，2 ca8e8 having IPL pmlongation of 8ingle side orbilate飓l I—111

wave，5 c鹊es with IPL pmlongation of I—V wave， 3 c鹊es of IPL

pmlongation of III—V wave．r11lirteen patients took EMG te8t which

had 7 no瑚al case8 and 6 abno珊al ca8e8．Among abno肋al c88es，4

p蚯ents had slight 8lowered motor nerve conduction veIocity of 8ingle
8ide or bilateral common pemneal nenre，1 c鹪e appe8孢d prolonged
dist8l latencv of bilateral conmlon pe瑚eal nenres， 2 c8se8 8dfered
f而m prolonged time lim“蛐d decre鹅ed锄ount of motor uni乜of toe
曲pn extenBor' g∞trocne瑚ius， triceps bmchii蚰d appeared short

spike wave，multiph鹊e pote以als．Head CT sc蚰wa8 pmvided to 8

patient8 which all had no abno肋al findings．Five patients took he8d

MIu oeBt，4 were nonIlal wi也only one appe嘶ng long Tl髓d T2

si驴als of botlI lenticul盯nucleus．

It could be seen fbm Table 2 th日t出e 8cores of items liked DictuI℃

recall，visual recogIlition，鹊sociative memory，tactile memory，under．

standing memor)r in patient8 group were higher tllaIl tIlose of c∞埘
gmup(P<0．01 or 0．05)except for lower 8core on 1-+100 in—

telligence 8cale．The memory quotient of patients w鹪 about

134．07±12．98 which w勰much higher tll蚰tIlat of control哪up
(110．4±13．4)(P<0．01)．

nIble 2 Compari∞n“Bco弛of Wech昂王er memoIy 8cale and memory qlIo—

tient beween the two groups (i±s)

IⅡSCUSSIoN

The long tenn clinical ob8erv8tion sllow8 tllat most patient8 of non

ce他bral HLD or cerebral HID befbre tlle bmin symptoms come into

being h8ve no咖al living abilit)，，working abili饥leaHling明dⅡleIn_
ory 8bility，80me 0f tlIem 8tudy very weu．However，tlle inteUigence of

tllem is poorer tlI蚰no硼al people witll decrea8ed 8tudy 8core after
brain symptoms 叩pe盯．The inteUigence quotient aIId clillical

symptom8 and signs improve after n咖al tre咖em【5_7 1．Thi8 study
show8 th砒the IQ of non-cerebml HLD p砒ients is much hi幽er tll舳

tllat of nonnal people(P<0．01)especi8lly tlle memory abili哆is

greatly incm舶ed．And 67％ of tllem have exceUent memory quo．

tiem，20％wi山Very good memory quotiem，all are higher tll肌tllat

of n彻al di“bution pelcent印弦of WMS[41．
Tian et口驴1 used tri8ect mdiate labvrintll box to te8t tlIe old mts wit}l

supplemnt of CuCk 250睇／kg pef day for 10 dayB and Bhowed inI
cre鹊ed le删ng，memor)r ability．The copper content in hippc心mlpus
and blood semm of old瑚18 w鼬lli曲er tll姐tllat of control group．It

su鹊ested thatleamiIlg蚴d memory procedure could be impmved by

a：Ltering the bmin functio璐tllrough tIle pmtection of nenre ceUs鹊weⅡ

嬲8djustIllent of im饱cembral neur0咖miner by supplememing
copper．Zhang 甜 口Z【9】 h聃 8tlIdied tlIe interrelatiollship between

epileptic anack，1e锄ing abil畸of r8t8，content of copper粕d zinc，it
8how8 tII砒tlle copper content in conex 0f tempo髓1 lobe，hippocaInpu8

and hypotllal砌u8 decreased in tlle mt8 wit}l fbquent epileptic attacks
which 8u髂eBt8也at me e如ctB of le髓ling锄d memory c¨sed by
epiIepsy might relate to tlle ch曲ge of activity of enz)rm朗dependent on

coppcr and zinc．However，the mmy of Un et缸㈨shows tlIat

lorlg-teml oral int8ke of alumini哪!viU damage the me咖r3r《
r8t8．copper can柚f曲t‰‰|uncliom姆删啪ting tl地metaboli撇
0f m∞aInine nemot埔l删tter tlI呻d日脚岫|ine_p-h弘h嘲憾’

5385

5_hydI_onyptophan hydroxyl聃e舳d mono锄ine o】【idase．However' if
tlIe弛is too舢ch ortoo Umecopper讯秽如D，it wiu causeceU印opt08i8
锄d lead to abalienation蚰d inteuigence decre鹊e of p8tients㈨1．

-11le 30 c鹊es 0f肿n．cerebral HLD in this 8tIldy showed no mental

sy扣叩toms．But 9 cases印peared patholo矛c renex“lower limbs．

Tb8ts and ultIasound exalnination showed alI the Da上ient8 suffered

舶m tlle hep8tic di8e鹊e of HLD c跚8ed by c叩per deposit in liver，5
cases h8d remal dise姻e of HU)．63％of them had abno珊8l BAEP．
54％证th abn0珈al EMG，it indicated tIlat copper deposit exis协d in

brainti8s啪锄dau overmebody althou小headCT肌dMm 8howed

no abno珊al 8tnlctural changes．It suggests th砒tlIe bmin tissue is in

tlle stage of 8light c叩per deposit witllout obviouB Inorpholo舀c
ch蚰ge8 c虬l号ed by ceU degeneration so也at the memory abdit)『may

be possibly increased instead of being gready decre勰ed．

T0 conclude，in the eally stage of HLD，when c叩per content in brajn

tis8ues is 8li出tly increa8ed， tlle activity of relative metaUoen卿e
Inigllt be eIlll蚰ced so tIlatthe emciency of 8igllal砸nsmi8sion锄ong
1)rain cell8 i8 increased．However．fhnller re8earch need to be con．

ducted fbr proving．
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非脑型肝豆状核变性患者与正常人记忆商数
比较★
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院二痛区，安徽省合肥市230061)

胡文彬★，男，1963年生，安徽省含山县人，汉族，1996年安徽中医学院
毕业，硕士，副教授，副主任医师，硕士生导师，主要从事肝豆状核变性、
神经免疫性痰病等中西医结合基础与临床研究。

摘要

背景：脑型肝豆状核变性(hepatolenticlIl”degeneration，HLD)患者的智
力、记忆能力下降，但非脑型HLD患者的记忆能力是否有改变?

目的：明确非脑型HLD患者的记忆能力。
设计：以诊断为依据的病例对照研究。

地点和对象：1998—01／2002—12到安徽中医学院神经病学研究所附

属医院住院治疗及门诊就诊非脑型HLD患者30例(患者组)，男15例，
女15例，年龄16—37岁。20例对照组为身体健康的本院工作人员及社
会志愿参加者，其中男13例，女7例，年龄18。43岁。

干预：使用龚耀先修订的韦氏成人记忆量表(wMs)对患者组和对照组
的记忆商数分别进行测试。

主要观察指标：两组患者wMs测定量表得分和记忆商数。

结果：患者组记忆商数(134．07±12．98)高于对照组(110．4士13．4)(P

<O．01)；其中非常优秀者占67％，优秀者占20％，中上者占13％。
结论：非脑型HID患者记忆能力较强，推测其机制可能为脑组织的铜含量

略高于正常人，相关铜依赖酶的活性增强，脑细胞间信号传递效能增强。
主墨词：肝豆状核变性；韦氏智力量表；记忆
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