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Progressive length-dependent polyneuropathy

in xeroderma pigmentosum group A
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OHEMERLRGE (Xeroderma pigmentosum: XP) (&, H GBI 2 K & 92 i 7e w Y IR H P&
EHERETH Y, 7T HOOMMEMERE XP-ANDBXP-6) 15D/ Y 72 ML (XP-V) 2857225, XPA
MOXPGEIEFIZ Lo Ta—REndZ X7 %, DNMEEEM TH L X7 LA T REBREEE

(nucleotide excision repair: NER) (ZBI5 L. SAMRIC L ADNABEZEE L TBY . FI2]
HIRER & L CRRIRBUEZ GBS, ZO%EL R RBRERAHEL L, % L X &EERICKRE
FERIET D,

XP-A, XP-B, XP-D, XP-F, XP-GIZH#EATHEOMREMAZ R L, NI 5 A HHEIC LV 30mIELE T
BT 5, XPEHEICBWT, RER & MREMIZE bICAEG TR EZMET 508, FRGEMNEET
FIEY A7 B CTE 52— 5T, MREMEZIHT 2/ FEIT 20,

HATIZ, XP-ADXPREE 2RO FE A oo, FEFITEIED B EFEIR & MRERE B 2,
FRIEPRAZ BE LTI RARRRRE . AR & b ICREE Shu, PHiRICBI L Cid, KM, BER. /)
MOZEREEZ VN OB D, —J7. KRB Uik, B RN 0 fil 52 R R R fe ok e 55
EETDHLEREINTVDN, FEEIN D RIEHRED A CMENZLE S Rl 72 E1X53 70> T
Vo ABFFE T, B2 IEXP-AIZ IS 1T D R REIEE OEITERZ A L. XP-AIZ IR 1T 2 w2 1
DEEGERLNCTHZ 2 HE Lz,

(x4 & %]

UBERERHZ BT, BURTFHIIC XP-A L HEERZI S L7 AN D XP-A B3 17 BTk L, R
PRI 2 BEAM T~ 5 72 O IZHR R B MR A 2 i T L 72, PR REMR A L2 W REIC 2 XP-A BE TR L
TATV, 9 ADBEITH L TR REZ D IR LT 7,

B, EEREO O AR OIERARE, ROERE, ISR L TITVD, B 5
HAMOERRRRE, RgRE, PIEMRRICR L TiTo 7, fHilid 637 A—2—L LT, HE#ht
BEL AR & B2, IEEEMIEIE GESENHES : compound muscle action potential (CMAP). J&&
THERE: sensory nerve action potentials (SNAP)) . {miEEE GE@EMHE: motor nerve conduction
velocity (MNCV). R #H#E: sensory nerve conduction velocity (SNCV)) % v /-,

PRARE IR A & [RIRFHNS . IR N R PRI K 2 0Pk (ADL, EEhHERE. FEAiEE) o=
JiE B REAT . B RHRE M RIS K 2 B RE R oD B FE REA 2 1T > 7=

WRIZH A BYBETITo72, 37 AT O MRI % FWz XP-A BE DDA Y 2 — 2 b Y —D
WF72 (Ueda et al. J Neurol Sci. 2017) 7226, XP-A BBE DK AE A (Gray matter volume: GMV)
DT —Z &R L, RIEHREEE & OFB % f#T Lz,

(#5531
TEFEN R TlE, CMAP (XS B AR CEHICIRE CTH V. SR X 0 EITHEIIE T L, 20 £ T
WIXEHARRE & e o 7, MNCV [ TIEFF MRS, RUB AR, ZISE MR CEIIIL T LTz, CMAP,



MNCV OIR FIEHFFEMLER KR E <, B GERRRE, REMRE) 1S LTI (BIEMRR) <
FEWTH o7, MNCV 2 LT CMAP DK F23BHE CTh - 72,

JEFARRE T, SNAP (XIEH bk, ROt WENEARRE TH IR HHEATHEICIR S Lz, i (BF
fE#RHE) > SNAP 1E 15 i E TITITEHAREE L 72 572, SNCV (X2 CHEITIKME TH 7=, SNCV
IZH LT, SNAP DIE FBEE Th - 7=,

FE SR CIE, R OBAIZFE O ey o 7o, —J7, MRERITRRRERIC AL U, ARE
R OFEEE & B ISE RO CMAP 1ZAHEE (r=—0.81) 22 L7-,

GMV IZARIFAUICAIR T L, SR E AR D CMAP & X H 2B OFEBE (r=0.47) 2D H DA TH o7,

[&4]

AMFFETIL, CMAP, SNAP & ${Z, MNCV, SNCV L L TIR FABHE TH V. #REED N2 —
HEL, Fo, BREEIZ LRI TIRTHEETHY, RIKFEOEELZRE LT, N
T, IO DEEITDHDVENOE DT, UL EOREENS . RFEORERIL. DMLV hE 55K
W EEIRR O R SIKEEOREMREE 2R T 26D Th o7z,

XP-A O HFARAIREIFEL Tld, ARSI ZEME R OV EAUICPE S MIBa % 2 26, TREICRD D & Sh
%o BB Z GBI LT DB OS5I O S Tk, 386 TR AR HIIE T B 25 15 AR R i Al e
L. EBMRTHORTAMBOMEEEZBD D, LI REA BRI 525, i
RADWD D IFNEETH 0 . A CHEERE CIIBARRR AN & 72 A ARMEIZ KT U CoRAE 3 2 1
Bl 23 FF 3B 9 D AR FF CBL b AL 2 D 72 6h . REA BRI O I TR AR K 0 B RR 0O 5 A3 i
JEL SH D, CMAP, SNAP [ZARAHAPRRIZIS 1T 2 KA BEMR DR E 2 KT 2720, Frx OHf
TN T LD CMAP DI TS SNAP ([ZH L TIRECTh 72 Z LI ERROWMEEZIFHT2H0T
bole, —J7, XP-A O/NEBITIE, RIEFHRAER K OVERAERTFIRE L VT, KA R
DY, BYER 2 SR L MR B STV A L0 O, ESHIRMRICH T 2R TH
D AR B O WS & OEFEILI 52 The < XP-A ISR B RS R R ANl R A ME
FREAARIRZ D b DO DLV X D EIREEEH M ThRnoTz, AR Fx ORERTIHF I
T XP-AICEIT 2 RABIREEEF 1L, S0 W2 6 R SIRIFME O /i & B L CHEATIRICEL L THR Y |
PR AR ZE LS X D RAH AR S L (TR D RetER S 5 2 LA Hic L,

XP IZH 1T DR ENVEDHEF IR CTh D, SEIMIR TS 7 A9 HPAX AR IZ 52 C & 2R W ATRENE
23 < o EBRIZ XP-A BE IO TR RE S 2 8 TE v, D7) XP-A TS HARRRA D
JRA & U CTEARRIC X D EEEM TIER <, NRMEOR(EA L AT K 2MREELI hav B
UTHRRREE R ENRRE LTHET o TN D, Fix OFFFERERIE. B SIRAEMED LR Rk E
ERBTLLOTHoT, ZOFTRIEL, TEl - B2 — e T2 L0 THY |
A AL DA FEE I L0 KRR OB N O EMERBEY | BOVMRNLEEINS (dying
back process), ZAUL, MREHIALZMEIZE O RIEMREES O R L IZR 22D THY, I b=
v R U THEREREE 7 & OREITEREE DS XP-A ISR DR A MED RN TH B AlREMES R S iz,



Fio, XP-A B4R, /EEIE L IZIFREOED R S L. BHTREEIT 2 RENSRD S
NBHNB, Fx OWFFRIZBNT, ﬁéﬁ%m&KMimQ%ib% D, ERARAESR & AR LT
b L7z, Zhud, XP-A 1T DB DI DI E DETHEORETH D . ADL fK FDEE
KERoTND I EERLTWND, MR ZERAIX XP BEHE BT DR Z LD 0 55 ©
X572, MRBREWDONA F~—H—L LTET TR, IBEDRHEICHLAEHTH 2 AREMEN
Ho,

Lk
XP-1 OO IG5 00 L S OB S HAPPE ARSI Tl o o, AN
DL D HBLL . RERTRURRE > O BTEARRREALICHEIT T2 Z L 26T LT,



