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Uncompacted Myelin Lamellae and Nodal Ion Channel
Disruption in POEMS Syndrome
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POEMS JEMEHE & 1%, TR TH DL RBME LK (Polyneuropathy), Mgk &5 JE K
(Organomegaly), W/yWikEsE (Endocrinopathy), M HIMLE (M-protein), FZiE D&
FILAE K O'HIE (Skin change) DX Frb At b mbEERTHL, M4
Crow-Fukase JEBERE L HIFIXN D, R THREMREEIXIAFEEHFE ~OFEEZEL
LHEEIER TH D, BRI AEFANIBBED SR I 4L, 6B 7 AT A B R AR A
DRV, HEVERLEE & R EMEGE RS 5. EFBEME FTIE, = U 2D major dense
line 23 ¥L59E L 72 uncompacted myelin lamellae (UML) N8 L5705, = o —a/XF—
DB LED LI ITBER L TVDONEH LN TR
ARWFFETIX, POEMS JEMHE O R AR AR 2 VT, JRBELARIFT L & UML &
ORFENE, Z LTI U ETKEHICHIT D Na F ¥ RAVBLBK F ¥ XD TH
L7z,

(x4 & FHik]

POEMS JEMHE 33 il &t 52 & U, BIRAT ., e B i AL, NG AR e A i B AT 32,
FHE I Ao 008 A B e P AR S T L &2 MRS L 72 (Table 1) . SR ERFZAMRATIC OV TiE, S
av hr—L 7B &L 7.

JERE R R AR AR AR D R B B R B

ERG AR IR AR AT RE 7103 L OVE F MBI B HIC 2.5% 7 v — v T vT e RE
EBT AR E Le, AHMEHRHEREIX ML A 00 70— afEAR TRAME L 72.
MR EZIES LERITIRESHTZD 200 K& ZIES LEERL, KEBRHE & /NEARHE
WO CREl L7z, B BEMEE A I =R AR A BRI S S X OVE BT {8 TR L,
VT = — VR & Eh o = Ui O “EYREEAZITY, SRR BEMEE TR L

Uncompacted Myelin Lamellae

Major dense line 23 LK L TV 5 & D % uncompaction of myelin & &% L, —JEH] &H 7=
D 300 HAELL B A GG L, BEWE T UML BARLZ RO, S HITHER® TIX, —
SEBI & 720 100 BRHELL T O %, 26 SEH] TIT - 72,

S b e D FRAT

B REB RS AR NG S s 1 B>V TSR E Rt e a2 T L. T v
Y i #ii (X paranode @ contactin-1 Y& ta 35 X OV T BMEE CRIE L, Na F v /b
DI 24T - 7=, FEWGE O MY R TIXIER 1T v ez [ET 5 2 & 12N
Tholle®d, BEFNIHRIEZNTWVWDL T EoRigO A E2 M L. Rk, 7
il K F v %/ (KCNQ2) & Caspr DFEY(a %z W TEli L7=. Na F v %
LEKTFXRNMZONT, ENENS0OUEOT EoiKlim CRMliL, 2B a2—%
— COEBMFENT (Imagel) 1T 7.
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JEFBAPREE T DO PEME AR AR ER ORE R IL Table 2 IZR L7 B0 TH Y, AREFHRE
PRAEZE FE X R B A BEAP AR, INERABIMRMME S BIERT LTV, MRe 2 iE< L
OEIVENLEE - B L, BREMEIXED O b mEEICER® b L7 (Table 2). HitkiEE -
FEBEE AL I BN I R A BEAR IR BRAEIZ Z I o 72 (p <0.0001). A BEFRERHRAERS JE & i
PEBLEE O BB I XA OHBBE AR L7 (r=-0.538;p<0.01).

- BMEE TR C ORE T, N BEAR R AR AE AL IC UML % 78 % 7= (Table 2) .
UML X 4E#, FEJR BRI, modified Rankin scale, I7E VEGF ff, B|BX/AEFEZFHMERT
WL, A RERR AR B, MEREARRRARAME R, MR L ZIE S LT O - FRREEHL O mh
REMEOBE L XA Lo 7.

- BEPSEE T HEWT 2 ClX, UML (% Schmidt-Lanterman YJJE <° paranode 7> 5 ##c L C
ALTHWbHHon LIFLIEA LI (Fig. 1A, B). UML #7467 % Schmidt-Lanterman
YHE OEAL TIX, $h51X M A, neurofilament @ density 23 E5 L CT\7= (Fig. 1B, C) .

KA BEAR A T 1T, A7 UML OFT R CTH 720, 2= U Vo FRH
HIVEAS B S~ 72 (Fig. 2A) . /MEAREMRESHETIE, ooz LiZLiIE
P 7=A%, 72 & 2 UML 2 juxtaparanode (24 U TV T % terminal loop 13 TE RE= YT R
72T 7= (Fig. 3A). UML & SitEBiB 143 L b E— O BERMEICA L TWAHRT
X727 o 7= (Fig. 3B; Table 3). & 512, UML RHitE#E N E L TV A EMLCTH, I =
U UEANE IR DRI o 7.

FUVETRMIZBIT D NaF ¥ XAVBLOK F ¥ RV

1E 5 % BRHE T UX contactin-1 |X paranode (2, Na 7+ R /L {X contatin-1 [ZFeE N 5 K 5
|2 node IZH¥ 415 (Fig. 4A). POEMS JEMEHEE TlX, —%f® contactin-1 T EN D
kR (7 v B node DEEEEIZAEY), contactin-1 O & (paranode O EEfEIZHH
) onThh, KEEEEAEZEITRO o7z (Table4). Caspr Yefa ) [FAE D 7 5
Tholo. ZOREENREAOMEENS, POEMS JEMEETIEL, BEFZMICIITI B
TREGDR TN TS T ERRBR S, BRI, T nRERIZkIT S Na F v
HRIVKANTE POEMS JEERE CEALIZEHFE TdH 72 (Table 4; p < 0.05). £72, NaF ¥
FIVRFHF L KOCNQ2 RERIZIEDOMHEZ /R L7 (r=0.609; p<0.05).
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v, POEMS JEMEREIZ 1T 2 PEME MR A MR A O BEXBMEE L O tn
FEREAICE DBET TV, RS Z OREBIZRBICE R Z 2 T T, UML & 7 & BT i<
Schmidt-Lanterman SJJE & O BJ# 2 B & /» (T L7z,

ARBFIETIE, FHAJUML% 4 U 7= Schmidt-Lantermant)JE (2 35V C J&) BIT B4 7 il 58 22505 73
TR X T, KREBRA B IR AR AE O Schmidt-Lantermant)JE CHL B R E RN TH - 7=,
INBH O RS, Schmidt-LantermanblJE O 55 (3 #h R ZHE L, OV TILEIR DL 12
DB D AREMENS R S LT



POEMSIEBEREIC BT, 2 WA D MRIBERIENE L L0 TH L. K
WFZEClx, UMLIZEIPEDLRE & BIR L CW ek s icBbi/zny, —J5 T kMBS SR
FEAEL D o ICBbhie. MREEEREOIK TIX, KREAHMMHARTCOMELRED
BEIZEDE—RIZIIBZONTWVD N, KEABEMERMEOFMEREE X, RO
&0 R BB TIXE R ThH o 7=, L L, & O MR85 K T 1T POEMSIE 5
HORMNOROOLNIFTRATHS. WMo T, FREREMNICITE DX ENMRVEKRE
b2y, EICRBEABEMBERMED T  EKRIRICAET THLIONnE L. £ 0D
NIRRT DY, ARBFFETH SN T=NaTF v RVEE 72 EOMREM 2N E e
FIZALIZ AT LT WD AIREE R B 2 bz,
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POEMS JEMERETIX, AR REARMEDOBLYE & UML 13/ A BEARARHEIC B YLD, K
BRABEMRBRMETII UML 132 L<, 2=V VO RHRAPEREM TH - 7-. UML
TRATREIRER CBAE L TBY, T PRI O mE LYt Tl Na F v kL
X KCNQ2 OEF 2D, oM IER EOWRBRE 24U T\ D alaetErE
bz,





