EFFICACY OF CYCLOSPORINE AND PREDNISONE COMBINATION THERAPY IN A-CIDP ASSOCIATED WITH
MINIMAL CHANGE NEPHROTIC SYNDROME
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Background
"l" he S .[mu [ taneous Occuwence O f G‘B S an d nep hVO t .LC Cases of inflammatory neuropathies associated with focal segmental I_.c;]-nmcr.ulus n:]uufms:iﬂ. | -
Authors Age/Gender Clinical diagnosis Duration from neuropathy Relapse(s) or progression,
. onset to nadir Treatment received
SyndYOme ’/1&8 ]OYGV LOuUS [y been Vep OVted. HOWGVGV A_C]DP Olbricht et al. [7] 28/M Acute-onset CIDP 5 weeks Relapse #1 at 2 years
Souayah et al. [8] 49/M Acute-onset CIDP 2 weeks Relapse #1 at ~ Week 5/ [VIg
. . {Probable) lapse #2 at ~ Week 7 Progressed
and nephrotic syndrome remain rarely reported (Tab. 1) ’ despie s days IVIC | subsequen
improvement with plasma exchange
and prednisone
Careless et al. [1] 73/F Relapsing GBS 17 days Rclagscd 2 days after plasma

exchange was stopped at ~ week 4-5/
Plasma exchange and prednisone
Girolami et al. [2] 40/M CIDP Exact duration #1 Relapse at 2 months

unknown #2 Relapse at 13 months
#3 Relapse at 18 months
T b Een}ilrenrsun EE .1]]. [I ;1} 3gm é]]];;P Tqﬂ:innﬂjs imgrcﬁslnn ts;cr 4 months
O "3 weeks one repor
I_Diﬁegta;l.lg] ggm ggg ; daj,rsk ﬁnm: rcgnr;ﬁg
Clinical History Neurological Examination
A 78-yeav—o[d woman Veported pavesthesias at hands and Tetraparesis with MRC=2, Hughes scale= 4; decreased
feet and progressive weakness of both legs, with onset two pinprick sensation and deep tendon areflexia at four
weeks aftev an upper resplratory tract infec‘cion. He limbs.
underwent to neuro logical examination, laboratory tests
. . ENG
on serum and cerebmsp inal ﬂwd and elec’troneumgraphy
<EN G). Nervo / Posizioni Laltsgcy AI;n‘El Disct;lnce VeIlI(l)/csity Iﬁ\l;f:lls Dnl:: D(;or.
S ULNAR - ADM
Wrist 13,70 3.2 7 20,31 18,30] 100
Laboratory tests A Eiton T Nl S ) N ) % I V5.1 IS
S COMM PERONEAL - EDB
. . Ankle 2520 1,0 8 12,5 29,40 100
SERUM: negative or normal for routine laboratory tests, e T X N I V) I K BT I
ANA, ENA, ANCA, FR, immunoelectmphores LS, s 2CONMPERONEA.- 08
cryoglobul'ms, anti-HCV antibodies, ’c’aymid hormones, T Reduced  motor  conduction
anti-MAG, anti—ganglioside, anti-Ach-R  antibodies, . gk ve[oa’cy, with conduction blocks

+ B.Elbow 2

100ms 2m\

neoplastic markers. in left peroneal and ulnar nerve.

5 A.Elbow 3

Absent sensory action po’cenﬁa[

CSF: normal cell count, hyperproteinowachia (3 g/ L), and
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ofswa[ nerves.

identical cerelorosp inal ﬂuid and serum oligoclonal bands.

Diagnosis and Therapies
» INTRAVENOUS IMMUNOGLOBULINS (0.4 g/Kg/ die fov 5 days) » Newfological deﬁci‘cs slighﬂy improved (MRC=3)

4

€= INTRAVENOUS IMMUNOGLOBULINS : INEFFECTIVE. ~ fm /After three weeks clinical worsening with

severe ﬂaccid tetrapaves LS

PLASMA EXCHANGE:
Not performed due to
severe proteinuria (34 g/L)

0 h b . RENAL BIOPSY
W ypos umlnemta - minimal change NERVE BIOPSY
and hypoprotememla: , L.
nep hrotic syndrome demye[ma’cmg and
NEPHROTIC SYNDROME
(MCNS) axonal damage
(Data not shown)
Conclusion - Final Diagnosis and Therapies
In this patient an initial diagnosis of GBS was pevformed because of the clinical Prednisone
worsening within 2 weeks ﬁrom the onset. Although CIDP is deﬁned on a clinical (up to 75 mg/day, then 50 mg/day)
evolution over more than 2 months, 1% of patients with CIDP may present an Cyc[osporine
acute-onset. The neurological picture was associated with a nephrotic syndrome. The (from 50 to 75 mg/day)

assoclation of mﬂamma’cory newopathles and nep’mfohc syndvome has been IMPROVEMENT WITH FOLLOWING STABLE COURSE OF

previous ly Veported with variable clinical course over time and severity. A-CIDP and NEUROLOGICAL SYMPTOMS AND RENAL FATLURE
MCNS Vesponded to tmmunosuppressive ’chempy, suggesting a common

pa’chogenesis. Moreover, in our case a favowfab le response to corticostero id thempy

corroborate the diagnosis of A-CIDP rather than GBS.

” References
o . 1.Amy May Lin Quek , Derek Soon , Yee Cheun Chan , Thomas Paulraj Thamboo, Nobuhiro Yuki, Acute-onset chronic inflammatory demyelinating polyneuropathy with ASLN.S —
m‘ 5 =T= focal segmental glomemlosc[erosis,]oumal of the Newological Sciences 341 (2014) 139—143 L/ : 7
N s _51 r 2.Ruts L, Drenthen ), Jacobs BC, van Doorn PA. Distinguishing acute-onset CIDP from fluctuating Guillain—Barre syndrome: a prospective study. Neurology =
2010;74:1680—0.




