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Does Weight Loss
Precede Dementia?

he relation between body weight

and dementia is complex. Some
studies have found that weight loss pre-
cedes dementia onset, whereas others
show that obesity is a risk factor. To fur-
ther explore this issue, researchers
compared the weights of patients with
dementia to those of controls in the
years preceding dementia onset.

The researchers determined incident
cases of vascular and neurodegenerative
dementia between 1990 and 1994 by re-
viewing records from the Rochester
Epidemiology Project and matched cas-
es by age and sex with controls who
were dementia-free as of the index year
(year of dementia onset in cases).
Weight information was extracted from
the records for time intervals of as long
as 30 years before the index year.

Women with dementia weighed less
than controls for up to 20 years before
dementia onset. Relative to 21 to 30
years before the index year, the risk for
dementia in women increased with de-
creasing weight at both the index year
and 1 decade before the index date. No
such associations were found for men.
Possible explanations include the ef-
fects of preclinical dementia symp-
toms (e.g., apathy) on weight and
links between weight loss and demen-
tia pathophysiology (e.g., weight ef-
fects on estrogen metabolism).

COMMENT:

The link between weight and dementia
has implications for both disease pre-
vention and our understanding of de-
mentia pathophysiology. Although the
present work adds to an important litera-
ture, limitations inherent in retrospective
studies temper broader implications,
particularly regarding the causal asso-
ciation of body weight with dementia

risk. Dementia severity at onset was not
known, and many patients may have
had mild dementia symptoms, reflected
in weight loss, years before the index
year. Additionally, other comorbidities
in the cases (e.g., cerebrovascular dis-
ease) may have contributed to both
weight loss and development of demen-
tia. Finally, these findings must be rec-
onciled with other work demonstrating
midlife obesity as a risk factor for
dementia. — David A. Wolk, MD
Knopman DS et al. Incident dementia in
women is preceded by weight loss by at

least a decade. Neurology 2007 Aug 21;
69:739.

Pre-AD Decline: A Linear
Progression?
Ithough patients who develop
Alzheimer disease (AD) clearly de-

cline before their diagnosis, the slope of
that decline is unknown. To learn more,

researchers reviewed records for 199
AD patients who were evaluated multi-
ple times before diagnosis (average, 4.2
evaluations during <10 years). The in-
vestigators examined five cognitive
factors, each developed from several
neuropsychological tests, and examined
how the decline for each factor fit mod-
els of decline.

There were two measures of memory.
“Retention” showed a plateau from
about 4 to 2 years before AD diagnosis,
and this best fit the model of bilogistic
decline (initial linear decline, followed
by a stable period, followed by further
linear decline). The logistic (linear)
model best fit the other four factors.
The authors conclude that the plateau
in “retention” may support the idea that
compensatory mechanisms are engaged
in the years before AD diagnosis.

COMMENT:

Clinicians routinely assume that patients
with mild but worsening memory prob-
lems will develop AD, whereas patients
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time-consuming and expensive, a bio-
marker for genetic disease would be
desirable. Despite the small sample size,
the authors found that genetic cases and
others had a significant difference in
hyperechogenic areas. Still, the mean
areas of hyperechogenic substantia nigra
were quite similar. Therefore, trans-
cranial sonography appears unlikely to
be useful as a clinical tool for differen-
tiating between genetic and nongenetic
origins of PD in the individual patient.
— Cbristine Klein, MD

Schweitzer KJ et al. Transcranial ultra-
sound in different monogenetic subtypes
of Parkinson’s disease. J Neurol 2007 May;
254:613.

DOK?7 Mutation a Cause
of Congenital Myasthenia

C ongenital myasthenic syndromes
are genetic disorders caused by
mutations in genes critical for effective
neuromuscular transmission; most com-
monly, these mutations involve the acetyl-
choline receptor subunit genes. Using
the Oxford University records bank,
these researchers identified 15 patients
with mutations in DOK7, a gene respon-
sible for clustering of acetylcholine re-
ceptors at the postsynaptic surface of
the neuromuscular junction, and exam-
ined these patients to determine the
syndrome’s clinical characteristics.
These individuals have a distinct
phenotype of weakness in a limb-girdle
distribution, with some ptosis but with
eye movements largely spared — a pat-
tern that differs from that of typical -
neuromuscular transmission disorders,
which preferentially involve ocular mus-
cles. In addition, these patients typically
present after the age of 5 years, after
achieving normal motor milestones,
rather than having symptomatic weak-
ness in infancy as in other congenital
myasthenic syndromes. Patients with
the DOK7 mutation respond poorly to
cholinesterase inhibitors, whereas pa-
tients with a clinically similar congenital
myasthenic syndrome, marked by tubu-
lar aggregates on muscle biopsy, become
stronger with cholinesterase inhibition.

COMMENT:

Patients whose clinical presentations
are consistent with myasthenia gravis,
but who lack serum autoantibodies to
the acetylcholine receptor or the muscle-

specific kinase, may have a congenital
myasthenic syndrome. In particular,
adults with myasthenic features but no
abnormalities of ocular motility may
harbor the DOK7 mutation, which ap-
pears to be the underlying cause in
about 10% of these congenital myasthe-
nias. The investigators suggest that
ephedrine may have therapeutic benefit

for these patients, whereas cholinester-

ase inhibitors are unhelpful in such pa-
tients; they should not be treated with
immunosuppression, a point poignantly
underscored in this paper by the death
of one patient from complications of im-
munosuppressive therapy.

— Henry J. Kaminski, MD

Palace ] et al. Clinical features of the DOK7

neuromuscular junction synaptopatby.
Brain 2007 Jun; 130:1507.

Which Treatment for
Carpal Tunnel Syndrome?

arpal tunnel syndrome (CTS) com-

monly is treated with surgery, ste-
roid injections, or splinting. The author
of this review critically examined 34 ar-
ticles to determine the outcomes of these
treatment options and of no treatment.

Surgery was the most successful op-

tion, benefiting 75% of patients. Steroids
helped 70% of patients, but their effect
was short-lived. Splinting benefited only
30% of patients, a rate only slightly bet-
ter than doing nothing; however, CTS
worsened in 40% of untreated patients
compared with 0% of those receiving
splints.

COMMENT:

Bland emphasizes that the clinical diag-
nosis of carpal tunnel syndrome often
determines the surgery and that success
is frequently measured by patients’ ratings
(for a description of better standards, see
Am J Pbys Med Rebabil 1997, 76:451).
He concludes that surgery has not been
100% proven to be the answer for CTS.
He also notes that endoscopic and open
carpal ligament release have fairly equal
rates of complication and success; how-
ever, in my experience, the danger of
misadventure is greater with the endo-
scopic procedure.

Unfortunately, the plurality of articles
was from the Journal of Hand Surgery.
Some emphasized physical signs with-
out addressing the specificity or sensi-
tivity of treatment or diagnosis. The old-

est, from 1974, was a review of surgical
complications before the more ad-
vanced electrodiagnostic techniques
were available. Only one article
(penned by the reviewer) was from
Muscle & Nerve, and none were from
the specialty literature for physical med-
icine and rehabilitation. The weakness
of this review article is that all of the
conclusions are subject to uncertainties
stemming from diagnostic ambiguity. In
particular, this otherwise wide-ranging
critique is missing a review of the neuro-
physiologic findings that established di-
agnosis and prognosis. The author ob-
serves that some operations were per-
formed without established diagnoses.
I agree; even today I see pre-op diagno-
ses of “EMG-negative CTS.” Clinicians
need to use the latest electrodiagnostic
techniques to determine sensitivity and
specificity as well as severity and prog-
nosis. — Ernest W. Jobnson, MD

Bland JD. Treatment of carpal tunnel syn-
drome. Muscle Nerve 2007 Aug; 36:167.

Molecular Mimicry
in Development of
Guillain-Barré Syndrome

he association between Campylo-

bacter jejuni infection and Guil-
lain-Barré syndrome (GBS) has been es-
tablished epidemiologically (V Engl J
Med 1995; 333:1374). In this compre-
hensive review, Nobuhiro Yuki discuss-
es antiganglioside antibodies in GBS and
shows evidence that some antibodies
are produced in response to molecular
mimicry.

Immunoglobulin G (IgG) antibody
against the GM1 ganglioside is typically
produced in response to C. jejuni infec-
tion. Anti-GM1 IgG antibody is frequent-
ly present in the acute-phase sera of
people with GBS, especially those with
the acute motor axonal neuropathy
(AMAN) type. Lipo-oligosaccharide (a
cell surface component) of C. jejuni iso-
lated from a patient with AMAN was
shown to have a GM1-like structure. In
addition, sensitizing rabbits with (1) a
bovine brain ganglioside mixture includ-
ing GM1 or (2) purified GM1 induced
high titers of anti-GM1 IgG antibody and
acute flaccid paralysis. Pathology included
Wallerian-like degeneration without
lymphocytic infiltration or demyelin-
ation. Sensitizing rabbits with a lipo-
oligosaccharide fraction of C. jejuni
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containing a GM1-like structure also in-
duced anti-GM1 antibody production
and limb weakness.

AMAN subsequent to C. jejuni infec-
tion is induced by molecular mimicry,
in which lipo-oligosaccharide from the
microorganism mimics GM1 ganglio-
side. Why do only a small proportion of
patients affected with C. jejuni enteritis
develop GBS? This remains an open
question. In many patients with anti-
ganglioside antibodies, GBS is preced-
ed by infection with organisms other
than C. jejuni. The mechanism of anti-
body production in such cases remains
to be elucidated. Further investigation is
necessary to clarify these issues. Never-
theless, understanding the pathogenesis
of AMAN is a big step and may give us an
important clue to revealing the mecha-
nism of other neurologic and autoim-
mune diseases.

— Susumu Kusunoki, MD, PbD

Yuki N. Ganglioside mimicry and peripber-
al nerve disease. Muscle Nerve 2007 Jun;
35:691.

Predicting Vision Loss
After Optic Neuritis

he Optic Neuritis Treatment Trial

(ONTT) found that regardless of
treatment, visual acuity improved signif-
icantly in most patients with optic neu-
ritis by 1 year, enabling physicians to
predict substantial recovery. However, a
small proportion of patients (5%) were
left with a moderate-to-severe loss of vi-
sual function. Although the few patients
with severe visual loss (visual acuity,
<20/200) at baseline had a greater
chance of poor vision at 6 months, this
pool was too small to be useful for clini-
cal trials aiming to show a treatment ef-
fect for novel therapies. Seeking optimal
cutoff points for visual function — for
the benefit of both researchers and cli-
nicians — investigators used data for
426 patients from the ONTT with evalu-
ations at baseline and 1 month later to
identify factors predicting moderate-to-
severe visual loss at 6 months.

They found a significant correlation
between having deficits at 1 month and
at 6 months in visual acuity £20/50,
contrast sensitivity <1.0 log units, and
visual field mean deviation <-15.0 dB
(compared with a normative database).

Balancing ability to identify treatment
effects with the need to recruit subjects
easily, the investigators identified useful
cutoff points for these three paramcters.
They found that using contrast sensitivi-
ty as the outcome measurement enabled
them to detect a treatment effect with
relatively small sample sizes. ’

COMMENT:

This analysis will help clinicians predict
outcome in optic neuritis and help in-
vestigators identify eligible subjects for
clinical trials of neuroprotective agents.
Ideally, it will encourage more practitio-
ners to test contrast sensitivity, which
currently they do not do routinely. The
criteria identified here are most useful
1 month out. Finding predictors equal-
ly useful at baseline would enable re-
cruitment into trials that use neuropro-
tection up front, when it might be more
efficacious. — Marc Dinkin, MD
Kupersmith MJ et al. Visual function at
baseline and 1 montb in acute optic

neuritis: Predictors of visual outcome.
Neurology 2007 Aug 7; 69:508.

Why Neurologists
Frequently Miss Bilateral
Vestibular Loss: Two Views

B ilateral vestibulopathy (BV) is a
rare, frequently idiopathic, disor-
der. This retrospective chart review in-
volved 255 individuals with BV (mean
age, 62; age range at onset, 12-98). Par-
ticipants had undergone standardized
evaluations in 1988-2005 at the authors’
dizziness clinic and had decreased
vestibulo-ocular reflex during a head-
thrust test or low caloric response on
electronystagmography.

The mean delay between first symp-
toms and diagnosis was 65 months.
Nearly all patients had gait unsteadiness,
and 44% had oscillopsia (illusion that the
world moves during head movements).
Episodic vertigo with a stuttering course
occurred in 35%; other patients had a
slowly progressive course without ver-
tigo, and 65% of these patients had idio-
pathic BV. BV had definite or probable
causes in 25% and 24% of patients, re-
spectively. The most common causes
were ototoxic drugs (usually aminogly-
cosides), Méniere disease, meningoen-
cephalitis, and primary neurologic disor-
ders (progressive or episodic cerebellar
ataxia and Creutzfeldt-Jakob disease).

Cerebellar dysfunction (ocular motor
disorders, limb ataxia, and dysarthro-
phonia) occurred in 49% of idiopathic
BV cases and 26% of nonidiopathic BV
cases; peripheral neuropathy occurred
in 26% and 17%, respectively. The au-
thors suggested a possible neurodegen-
erative or autoimmune process for many
idiopathic cases.

COMMENTS:

BV is an important syndrome for neurol-
ogists to recognize. Clinicians might not
consider an inner-ear cause for gait im-
balance or oscillopsia without vertigo or
hearing loss. Many of the authors’ find-
ings regarding BV causes are similar to
those in earlier studies, except that
many patients here had cerebellar and
peripheral nerve signs. The referral pat-
tern of the authors’ dizziness clinic
might explain this difference. One un-
addressed issue is the reliability of diag-
nostic tests for BV. Clearly, the head-thrust
test is the best bedside test for diagnosing
BV but its sensitivity has not been deter-
mined. The caloric test measures only
the low-frequency range of vestibulo-
ocular reflex; because of the wide range
of normal responses, this test is relatively
insensitive for BV. The current gold-
standard test for diagnosing BV is a high-
acceleration step rotation with eye-
movement recording to quantify the
gain and time constant of the angular
vestibulo-ocular reflex.

— Robert W. Balob, MD

This study reveals several key issues.
First, diagnosis of BV is often delayed or
missed altogether: Vertigo or head dizzi-
ness is rare, and oscillopsia, the hall-
mark of BV, occurs in fewer than half of
patients. And, many neurologists are not
adept at the head-thrust test and do not
order routine caloric tests on patients
with unsteadiness. Second, the level of
suspicion for BV needs to increase with
key symptoms: imbalance that markedly
increases in the dark or while walking
on uneven surfaces, oscillopsia, or verti-
go lasting for more than a few minutes.
Still, most causes of chronic imbalance
do not involve vestibular hypofunction.
At my center, only 9% of 3000 individu-
als with chronic imbalance had vestibu-
lar loss, and due to the center’s special-
ty, this number might be misleadingly
high. Third, all individuals with imbal-
ance due to primary cerebellar ataxia
should routinely undergo rotary chair
testing; up to 4% of individuals in my
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TUTOF 7 AFREE2EDE LT, BERMI BOOP
(bronchiolitis obliterans with organizing pneumonia)

LEZMmL L,

FI8~21FHEZ A F AT L R =V o 8 250 mg/
H% BOOP 1z U THEIfTL £ L7z, Z Dk, MWIRAELK,
BREE, AV AREDHPIIHELZ L, $22/KH
D7V F=0® %2 60mg NIREBITLIZE 25, 1S
D, BRM, JE, T, 7% TH myokymia BB
L, MEOHMETOME, HEEESD LRV 1551

* An Autopsy Case of Peripheral Neuropathy, Complicated by Status Eplilepticus, Associated with High Titer of Anti-VGKC

Antibodies

1) MEZERERE Yy —EAE 2) BESMETRTSREMMEY >y — 3) BRASESTEERNE 4 ERHsALSe
FRBERY / b, T4 vxry  5) R ERERREEENE 6) HREESERASMENE 7) BRUKEESRSEAR 8)
HEEFELDIURBEAENE 9) BIRPRABHENE 10) HEEESERAYMIRRE
CE#E) BARET | ERAREFHMENR (T113-0033 HEHIHEEHE 7-3-1)

1881-6096/07/ ¥500/5%3X/JCLS
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Table BREEFHRE

Il HEE (PSL 60 mg AR
“iskg  BIRESH NEEAEST REGH IRED
Spontaneous activity
Fibrillation - - - + -
Positive sharp wave - - - - -
Fasciculation — + - ++ ++
Myotonic discharge - - - - -
Bizarre high frequency discharge - - - - -
Volitional activity
Quantity of discharge N~ I~ ! I 1l
Normal MUP ++~+++ +~++ +~-++ +
Polyphasic MUP — — - +
High amplitude MUP - +~++ + + +
Low amplitude MUP - — — - -
Long duration MUP - + + - +

Short duration MUP —

Flic, RIEMBEEOHEELFZELT, 200
IVIG 2l6fTLE L7c, TOHER, TETHIVH B X
URMEOHEXRD, s ATACBREEIhTBY T,

THBE myokymia 28> 74 TR, a2 o»
DEIED &5 R/NS ETEEEERIREHCALS
N T, HEER/NMESEREIZ T fasciculation ZEEEIC
FEHE LI,

FE1IEARBORERR TY, BB 7,300,
CRP0.26 L RIEFMRO LA IADTBY 8 A, 72,
FRUVTLARIR L BEET2ELTWwEYT, ADH X
1.8, HbAlc 5.9 L IEF&HEHATL:, ZDFHIFRKEE
N, REOEEZEFREELEEToTE D £ LS, ikl
WA AT, pH 7.468, PO, 68 L BEEREDETHH D
E L7, BPEIRWIR LY, MEFAMR L LTI,
PR, $1DNA §ifk, P-ANCA, C-ANCA, #i Ach
VTS —HRR T RTBET L, &7, BEEFRR L
L TiZ, total protein i 213, IgG index #50.72 TL 7z,

FOMOBRETT, M7V 4y FHEcEL T,
HLGM, GD, GT Hifsiz K3 _CEETlLi, £/, B
LA IIHT Yo, Hu Hifka EEMT U228, MR
BLU2HEFOMEK KT 2EFSEBETL
oo UL, FERBM L RIGEEZ 5N E LY 5 VGKC
fiki, BRERFOENAREECHEL T2
FLH, FrFobFyrEBui @k T 895
PM (FEHEAEZ 100 pM BT EWw3 2 ET, 255 1kH
BHEOHIE 2 NI 2nwTEBY 9,

Z Oz, VEGF 25100 L EFDOEE*E2ELTEN &
L. MEBHIZEBMETL,

BE IOKHR, EEHBIESEDLIS LD LA

BhHo/zDTL x5

FHRE SEFIHELRITBKLBELEVWS LT,
ZLHDIEIRFZLTHERATLI,

HE WM AChve7y—HikbEHTTh,

RENEEETRE VY W) Zohi, PLEN
W IRPHEL ol s LY a X IREBVWTHD 2748,
WOBBBHTWBATT D,

EBRE REEREIELICEDETLRD, »DOb L
SHLITTHRHN ERA,

BN RBBTHELTWVB I L 2RTER, FETH
vk, REBSVL D O ELERL -T2 TT 2,

FAHRE ZO0ACELTREEL ERZ->TLBDT
T2, ERBERCRERTETI—BECEEEZELEL
Too % OBFFRFTMBIHS MIET L7128, retrospective
KRTALE, ABRRLIESEL LU SHT™ELE -7
EORIREHBE S TE T, 7, ZhEEENCALS
LOBBERILTBD ¥ A,

e 0T, £EEE, BRARE BN
g9, bO—E, ZOEFAOREMBREELZBRLWL
2RnT, T05 2 TEERBEBREBEOLET,

FRE FOV4 v FHRIZRET, iR
FEREMN L b OWEHE, Bl VGKC IgG fifkss 895 L 58
B, VEGF 25100 &t ETHHZELTBY 2 L1,

ERAEHEZARE I3, median, ulner, tibial, per-
oneal nerve DEBHBOTRERESMETLTBY &
To %7z, RAEBNER, H#EEHEMMETLTE
h F L7z, Tibial nerve, peroneal nerve T temporal
dispersion 3 H SN THB Y £ 7, Median D F-wave
@ conduction velocity 12 23.1 EIETL T L7z,

BRAIN and NERVE 59#%12%5 2007412 B



Sural nerve WL Tid, EEREI-NTWE LIS,
SNAP # 3.0 uV LIRIBETL TV E Liz,

BN R £ 705, BIsME, FiREm, /N
BHAERHICOVWTREL TV E T, TEBOEEEGL
L T, BB T fasciculation 5% Y & Uiz, 2DIZ
DREBIGER T, FIRER, MNESES CIIEIRIE,
REGMHEO MUP 2B TBY £, &/, Z0HII,
BBy — OBV ERDTEY £F (Table),

BOOP i LT AF NV R DSV R BERES
Totedbl, 7V F=2® % 60mg i FiFf 7 & &, myo-
kymia 23BN T 2 RO BHERFAR T, FIRE
£, RELHBHTIT->TBY 2928, BEY fasciculation
potential ZFH F Lz, 77, MEINMERE I, K8
BOET & SiRiE, BRFEEO MUP 220 TE0 £ 1,

ZIoRBFHIC B W TIE, HE—EBNEAI52 ~5 Hz
THI L BPRERE L ¢, < {21LT % grouped discharge
RO THY % LT, myokymic discharge & ¥ L &
L7z,

IVIGF# 3 HE, HRERSELLELEEDRAT O
1 F&EHID CT T, WEIDKMSERE Tz air broncho-
gram ZfES TN ARKE LD TBD £ T, X7
04 FEEHETRIRELTDTB £7,

BEHED MRI T9 2%, L2~L5#EV_LIZEST
BHSED oM, BROEHBHD T, PV =L
BEDOT 1 HFBBKO axial HTiF, L5 OFEMEE, L3 s
L 4 OB CREROERENE 2RO TV ET, B
DO MRITid, 724> A2 bOTRIEH D 38, 88
RICREFSREDERATLU, BHEED MRI b, B
PZEEEERHLY VA,

BiD CT T, KEEFFEET volume DB 2D Z L
72 %3, BHS e NERD density DE LIX v L HWT L %
L7z,

ZTOBROEBTT, ZDHIE, 2004 £ 8 A 0BERE,
1~ 2HOEREE RG> S MEBSFERLE L
2, FCREELELL, 9BESF MY 7 AMGEDRE
EMEE B EBARNC ABE L, %%« ¢ SIADH
(syndrome of inappropriate secretion of ADH) &%
Wiah, KERTHELE LA, 12, EFBIRMQE
BHY, V=77 ) VEENHBIATED 27,

1ZH, ARO2EEESHHBELE Lz, BFE1A,
NVT ORGSR E R, 2005 F 2 BeE UL EHE
BTHE2BBDOABREZDE L, 722 b4 5%
BAgA L, BBt EESEIE DA BT poly-spike 5 &
BT eBbE L, "V ol sEg S, B
ENTENET,

1397

FE4H, BE- BRI TYRHEEMNEEZ2 SN E
Utz BRIBRDEL, M/MREY, KERRBELRD,
EHARLZ->TEBD &3, 2 DF 3 EARE 19 B
I, i3 38.1°C, M 116/100, JRii 122 ©L 7,
Sp0, i, room air T 94%, ERERESIEIZEMAE T, #O
BORFRHHY, WERLHML E Lk, MERFENTR
T, B L ~ViE JCS T —200, Z2_EAS i R g g
BRFELTBY £ LT, vy 10 mg Bk, K83
HELELLD, H32BEIHCERENERT 2 L0
J &S RERBRETLT,

Pt R Id, SANEHERERR S IR L L TB
D, EFRCRURORMICHEERD D, BERCIT
HIEID AN 7 EREEBF L LB L T, FikaREBEEL W
IR HD ERATLR, BERSIL, ZEiZHE
BTl

BREMR T3, HIMEKIZ 700, 7L —k (Plt) 36.7
B EBRERBA B L MR 238D TB D 3, &
B2 T 923, fibrinogen % 401, FDP 8.6, TAT 2% 144,
HEEMRTTY, CRPIZ8.72TL, 2D L X, + b
VY ADEE LTI 136 &, MUBRETREFREHENICAS
TWABETL,

BR CERN, BHEEETMRSASEDSHLTHEY
9. BERS|ERETHEULDY, BERLHEESR
TBY 3, XK TIR, 2Ty s AgReE
PO EFTRHEICHEREEZRED T £7, LEBEX
Tid, FERERMNL ST-T change 5D T L1, BT
&, EREEEINI5 ~ 6 Hz LB RO THE Y, 1B
(L9 200 £V OBRFEHSHIB L TV & Lz, BESCT Lk,
S p R BERIURRITD SN ERATL,

ABRBEORBTYT, WEACHL, B2y o5 %
FITAL % L7co B2RB SRS SHEL, &) Y
YEHE, 72, WMIBONE, SpO, ETFWL AT o
4 FBREEITVE L, BHOS K72 W, CRP X
WO6FTEALELR, B3%H, SpO, MET L, &%
BEEZITOE Lz, MEESHEBEL, BEXEE, A1
HEOEBEDETRHD Lz, IBELDEZRLA
WHBM=300 MEFL, #7353 E5*8B5T26M
EDETHHD & Ui, 13851 TR ER-TH
DNET, CREOITAREBT, FRRERHTHE
L7z,

HE UL TLvE L, £EREBRELSHE
WEBEUW - TEL BohbilTTh, ZOEROH

BRAIN and NERVE 59#% 128 2007412
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REARAEE->TBONIATT D,

FEE 7x=bMrTT, AV ToBRHIELT,
Trz= A YREZE LI,

R @, AR EFrrE-oTBoR0LO
TIH?

FRE Z2>5TTHh,

BEN BB Ty—sa7) o7 S EEERE
BRI 5T bS5 2 L TT S, hyper-IgM syndrome @
BERBE oL BDo1TTh, y—7 a7V s n
i, T5WVS LB E SR B STDTT b,

FHKE %5 TF 4z, HyperIgM syndrome *{iC
FHET 2 eI T LB B EEVETH,

®EN Pt iMEEBEREL XD TT
Po V

FEBE ZO0-oLERHPY ERATLE,

PH(EOFRT) BE5HIO [gC OER Y > %o
TWE T,

BE BE5HIXIN T, BEE1AHADEIRS2 I
BZoTWET, ZOMIBAEL TWERA,

SE i, METEFEEERETS A L3R,

ATT I, .

FARE EiX, ZOERICDOW T probable CIDP
(chronic inflammatory demyelinating polyr-
adiculoneuropathy) £ # %2 TwE LT, HfETIEIVIG
EEEFUIT>Tw30T, METHRIIIDLE XTI
EZFVATL,

BE VWi, CIDPWwIBHEBHEI LTINS,
T—IBHTETH, BBH»OREE T CIDP o2l T
FL T2 5 Rz ATT A

EFRE COHOBREEFNMRT, KRB AA v
DEALEFEZ v L L, B, BETOEHD L
AEE, TNThBHERCLTEDH TV L, prob-
able CIDP &2 - 7: D THELI L WIRBEDTE,
Eix, VGKC A% X, JOAMNTL koK
L7zb DT, myokymia W5 ¥ —ATEHWLODWLTHL
T ZB2WBHo7:DT, B> TR IS LD
EMBHDET,

®&N VEGF DS b T LoltBbd>720DT
T,

EAEBE ZOHIPSDLLSTWELR,

®BEN VEGF S, 7cwlfzZtidzuvwidhEd -
BoTnT, BMEBEED=a2—o/,3F—T, BROEHH
B ZI375E, Wb®3 Crow— EHNREZIXY S
HEWD ZEBHTLBATYTITE,

BIRRE DI DRBEDEDE Z A5, FI05R

ELTwaALRFHESHT, 121 VGKC, # L T myo-
kymia, BT ERILTL 3 &9 REERRE, b 104,
BRI BIELOERERZE > T nwiIh Y s, Crow—
EEN RO =2 —aXF—, 230 BKRT,
WBARTHEBH T 2 &5 BiRERZ O, tBung
T8, LR TTH,

FEBE ZHTTho BTHRNETH, BHrSHEZL
THE, BEISHTIVWEIZHWL Db s LR
WE T, BEPMEHEVL 72121 2%2B->THaS
E,Crow—BRERBETLI AN LI RERIZDY
FLH, BHIKIBESEL-TATT,

R SEBREFRR» S, Rt —oF—3
HEATTY, ERT—I s, FOBREZOILEZT
L&,

&N BERER»RDH-T, YROZ s s
HRERE Lo Tn2bITT I, 956, HEHD
HAoNT-DZERNET,

B8 E7FAEEKIZEER myokymia 2BV T
55, HOBRBFRRD &, A2 —FWKEZ 5 VLLOTL &
3, EE D CIDP fER T, H A% E RNV myokymia
ERETIEWI CERBEVWERWET,

ZaEt myokymia WH A 2B\ T, myokymia % £
BLT2RREFXLLLERRBLTCHWIOTLLS
»,

FNT,BMRTRLZ OO TER PO EE T,

BE 2B3RERICE 1IBREI6STITbRE
L7z, E#OFERIZIMAE, A - i BREYE 2280 %
L7z, BEEDOMBREOWERET, —iciREDRE
FobY L, MEMMEAOKKBEELTEY, 18
HIFAZEEDORE XL, BOOP D&RiZHD TRATL
2o BHRERERERZHINnE L,

IHELBSRIOIEY - FORBERLLEODOTT
(Fig. 1) ¥, BHEET, ZERE, TEHIET, Lk
BEHHETTREsNLTHwET, Zhon3 s ARED
BREL o CHELTEL DI, IVIG 27w E Lz,
ZOFE»SWPREFER, FREROHEELNHD, (EIE
&m, EieEIERILE, Rl Lo BEMREEH
BET, 1VvvAREBERDE LI,

ZD &S AN DY, HRIEBERD S BOOP L 2H
ENTetedIZ, XFLTFVL K=V OO0 REEEIT-
fe T3, WRERAERIGGERS P HE, ERMER, FiR
bEEINZE LT, UL, Vv F=0® 2REdICE
YHENE, RTETREOBEERER, 2584
DS OREE, LIE - ERR EOFBMERSE I o &
¥ L7z,
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% 1997 2004 :
) 3 4 5 6 7 8 9 0 m oz 102
- m 62
BRET, RESH
=
z BELEE ,l
$ﬁs573f5c u
LREGNET 7
T2 myokymia
FREIRGEIR
§ PSL10Omg
504035 30 25

Fig. 1

%72, TEED myokymia SHERL, TR HETFHE
1LERBD, ZIEBLEDELoTLE Y, Z0Ok & 128
BRETIE, EEAMBS500 ¢ LRLTEY, FiugEx
DEEEVISICEZE L, ZhicHLTE2ED
WIG 2#1To7: 2%, THROFHETRHEL TS T
BOELT, BT CERERD £ L7, BiEkices
RS PHECEI LT, BRI EBERKEL VD
ZETHEERTED 21, '

7 MU T LADEICDWTIE, EEERE,S 128,130 &
TLEL:, B8P 10 FTIETLTED 23,

ZEIBDIVIGHIZIE, 7MY v AdS134 tEL T
BYET, DA, 1E, MENEMETARILTES
DELT, ZOLEWRF P TADNI2L FTFHDEL
Tz T NI L T HBREB AR CAEIR 21T & 2 2,
FRYDAIZIB ETHUEL, FOBRDETIIAD 24
ho ETz, BB -HLUL-BHREOREZDT—5 0D
BEERHDFTHATL, .

LRAOERERENHRTY Y, 2EBED IVIG D
AR TIERPHRE L2 L #E 2 5N ¥, Median, tibial
nerve WL TTTH, REEEN 28 7557 b DA, B
M Al $THELTWE T, 77, BEOERD 7.6 58

FEER#ZIB

3.9 £ THEL TwE T, Median, right ulner ORE##H
FRid, FDIEHITEET U728, B i ATEE &
RoTBY T,

REFOE LHTTH, £F, 9 EICMREORS
MEMTEN, 20Kk, BFEEERE, WeEgErs
Wishg Lz, 37, MEOEGEMOEHRE, R
BEENHD & Ui, £EEWKRET, CEEEETLE
EET, BREOIHEEDE L, BRELSESESE
L, IgGindex 3. EH L TwwE L7z, VEGF 3518, M
BV VGKC B EBH+*ELTE D ¥ L, BHEM
RERTEEESEL, BUGHTEOET, THE
thin myelinated fibler D¥EIMHBH Y £ L7z,

FRABRE DEF LY v AIKE, RAKREEREE, 2
HEC R EREOET, BEBEOET, HEEHOE
THH L,

D EfRms e, HOREMRE L HEL IVIG %217
WE L7es, IVIG %, FIRER, Fl, SREEsseE
LELTe AT 04 FTIhosDfERIZHELE LI,
Lal, X704 FEEde, BRER, oeogEs
HSHEL, EEREREE L MEL £ U, IVIG BEoa
7B, INSOERBIREBEBLTE ST, CO%BOH1
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AR S2EURESEEAL I LT, "V TFOERS
ZREBLELR, LL, 203G mERES B &
UVEERLETCEBARL, ES2ERRECmFEETL,
RTEEINTED £9, 3ERIR, HRB L UCEMETL 2,

FEFIOREAIC DWT, 3EHBTIE TR EE
Y. 3128, EF MY Y AMECER I DWT,
2 DE»®H VGKC hilkt5tE, VEGF 0 ER 0 EE, 3D
BNCRIERREE, Bk, K22 0SB mMRE
KR EH VGKC Hitk & OBE T,

AR ZhTH, Z2HE DLW TIHR/EBE VWL
L7,

HAROMHREY) DA, E3EDARDE &2
MRI 282 F v Y AR LoD TTH, .

FRE HDFRATULL, CTCREERA AT
¥ATLY:, T EOBEL LickhrolcDTTH, A
R#IATEL ZohE L,

#EB RO X, KEWEOBKEESED, CIDP &
VLo THVLWLE I BERSFHRTTIAL L, BERED
L3R OERB FERIC 2> T LT, 20/
EBF b YAMERBRDIELTWEHDTT S, E7
D 1D& LT central pontine myelinolysis & L < 13
extrapontine myelinolysis £ %, W o7/ Z & #E 2
SULENHDZ PR EBoTBHELE L,

S8 BEAEELL TR, CIDPIRZh S ORESS
EBHLIZEWSIEZFTIDLWATT R,

BE EdzoskBELTh, FEFRFREED T,
BRARITEREOWLELFIINEEE>TWwET, F1DiE
probable CIDP OZWE¥EIZ L TizH T L, W B
SHEE R LI-OTZ S8 LIATTS, CIDP T
ZOEIBHFROBEILEZ skvbiITTL, $XT
PEEIILE, —RHCHETEZ DL LTAI»IE
DRERBH 72D TRZVLR, FI0IREHLED
TIDEFIZFREREETWIRIEEE L,

R Ih»SFRERRE S MWL E TS, H VGKC
VB EE T myokymia 3% > T, BF I I BEREDCS
HH-T, BoZEHOITNIE, EEGHENEERDH
BHolEWIRSKIEZ TRBONZLTT ),

FEE VzZ, FEERBRLLLERE, 29007l
EP—TEHNICEHBATE 2 1 DD FENPEE > T3 bl
REDERBSTWBZDTTH, TILEFTIREZVD
T, BHEIZED DT THDs, TERE I potnizn
EB-oTwET,

B&IN %79, VGKCHEZOhET, HifgBTE 3
&, D VIFHBRAEEREIEIETCET, B
DEDOTREENELCE T, ZOHER, myokymia i

oD, BEMEOREEW XY, hyperhidrosis & 2,
WAARMBIBEEREI LT, bL»HL T, #O VGKC
FHEBT A VAL L LS, target organ PHED £ 5
ZHDT, PREERCORELSz2ThE, 25
Vot ZFANBEORMEREEILTHBL LR
oD EBS>OTT, DL, #ARESERS 2
el HHEIRK[BLETH, HoEDEZITWLE
Yho TNV DDFNTT,

I 1o0FNE LT, VEGF 2 1 BIfll- 72721372
EWSDRAPLECTTL, ZABEIERFRTIO»DL
PYEEAD, L —ATHEBEDO =2 —a/F—
BH-T, L VEGF LEETITE2EB2OTHN
i1, ELOFEREBES T RWITIAE S, —EOD Crow—
FENEEENH L LIRZB L TEET, F0OHE
LTid, MBESERLTWEDT, FhcEITwizn
202 R RBE ORISR > Tw3, LndhdiH
ZBIEBMTEZONLL LNRWTT,

AN CGERERERIRE) wEoED/IEEDaT X
Mz T T, BEd iz VEGF Hitk T, [HIEEZE,
FERERIC > T3S 2L b, REMEREET
hyperhidrosis & %% &\ 5 Z & T, b HEER L 125E
BIRHD ETH, ZhMTwsREBVET, B»6
VGKCHifEDREREBHI WS T ETTH, TOBRFX
ADHHET, RECEERRT T, FdSEIE2T 5
Ed3d%E, botBARGNILERI ATTR, RERE
BEBRLLOLD LN ETAN, ERICZOHEIRT
PFBIECEBSoTWBEAULU2RL T, ERIINEEEB-
Leoledd, BENCBET 2, EBE252Tw5
25, IV Lb»EDTEELLERVET,

BF b AMAECBEL Tid, #7525 28R8 L =&
Ty, ZARICEWES MY Y AMER2 S L - AW
WOT, REETT TR ED, TERER LTI OHUEHE
LT, SIADH #& 72 L7cOdhb L EFEZ T
9,

e HOIVBEITEVE L. H0%EDE LD,
I[saacs syndrome & LTI Z L EWSI TERFERES D
TTH, BrEZIE0ETH,

T, WEOERE I BV LEBVLET,

RIEMRR

B GEFERSEAN MTTInEd, LREERK
»5DRBAREERL £ L7,
INEEERIOMOFFETCT ALY Y, SESIEEL
TWb LA ETH, ABFHCZE-ED LR
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(A)

(C)

Fig. 2 $ipERKE
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(D)

A T RIS - IR, FZ RO A, B | SXMEEHEY (HE @), MEBBI ) >/ 50 cuffing
TRD 5, C TR 2B 2 8H. REMZ-AIABECEL 2RO Y, D | SEEE (HE R6), 7

FECHRERELE T A b u /Y 70D 3,

R UTIEN ¥ A(Fig 2) . NIREICIZHARBZE » 1
WIsdzri3Ccsti,

16 A ArY]Y HE REOFTR O A TT 45, S XHREH
BEEDE Z DI cuffing 3B D 328, 221 AR
TY, Thix, R SOZB>THL2005 LAKWL
REBWE LI,

ML TY, HEORELHARIRR VL, EPHER
BEBOENEE R, WREIC 7 VE—ATHERHTE
FTH, COEFMBLEERRBOETH, 230 HDH»
BRztTwid,

KEOFE L, MELHE D ER> TR,
ZDHIXSIADH #8Z LTz aJfstnt b 0 ¥ 925,
O—}rDEIBTY->TRTHDHEVIZI->ELIFIE D
B, MME TR x> &Y THEIThbhl, &
WHIBUBHVET, HE, ZOFEFIIVIARETS
2, AU spongy R ->T, 7A M Z Y PHEIELTL
5X5H2EF, TARBTHELET Y, ERL
WX VEBOER TR LI EBVLET,

BHEEBLEFC TR o) T TED, 4
U spongy K% >TWT, MENRGELTWENE S 5
BELSbBSRZRY, LW HIRTT, FEEERMICHE

BB Dt wInlebDb D, focal iCid- 2 h B 2
TwET, BEELBTATATLTwREWL, MED
TR DY F¥A, MERNBFIELSH 2 MEDS 1 @721
DY, 704 F gEATHERDET L, NBEIRE K E,
BEEBMELRLE L, Tau TED E T &, tangle
BrotHTWT, F7—2AF—YTiF1 b0, &
ABDOFRBIFECE D, BEOHEDL I b4 0L
spongy K5 TWT, 7AMaZ Y 7HRIGELT WS &
IHBHDET,

BACHWEZELTH, HARERZEDONTI R A, B
REwiR, PRYRELAEOERAEABSD L spongy
KZ>TWT, TR Y 7HERELTWE L% E
IEBHBEVIFRRTT, ZLT, MEONE AL
FKIGLTwaREVWIRLTY,

BRETTUOAED, PLIAVTHEITa2hEENS
BUDHDETH, CThBERRLEIE LW, 1277,
KMotz e A, REDPEBELE T, TADAS
BILTBONLOT, PHEEEROREOEELDH»
BbLNEEAY, BALEIABFERCZ L, 2R
LA E b BES»IC, FEICEVFTEE2S T
WL EBNbMY T,
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