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Vasculitic Neuropathy: a Clinical and Histopathologic Study

Megumi TAKEUCHI, Hiromi KONDO, Atsuko MOCHIZUKI,
Toshiko TAKEMIYA and Makoto IWATA
Department of Neurology, Neurological Institute, Tokyo Women's Medical University, School of Medicine

Vasculitic neuropathy is associated with various pathologic processes. We have reviewed the
clinical and histopathologic characteristics of sural nerve biopsy and muscle biopsy in cases with pe-
ripheral neuropathy associated with connective tissue diseases and related disorders in whom sural
nerve biopsy was obtained or in cases with necrotizing vasculitis in sural nerve biopsy. These pa-
tients consisted of four cases of polyarteritis nodosa (PN) , two systemic lupus erythematosus (SLE) ,
two rheumatoid arthritis (RA), one Hashimoto disease, one non systemic vasculitic neuropathy, and
one hypereosinophilia. The clinical characteristics of peripheral neuropathy of these cases were as
follows; (1) Duration from the onset of the disease and peripheral neuropathy was shorter in PN.
(2) Symptoms such as dysesthesia, pain and edema in the extremities were common features in most
of the patients.. (3) Clinical examination and a nerve conduction study showed the distribution of neu-
ropathy was of multiple mononeuropathy. (4) A motor and sensory nerve conduction study revealed
markedly reduced action potentials without slowing of conduction velocity often resulting in absent
recordings. (5) Cranial nerves were rarely involved. (6) Sural nerve biopsy revealed marked de-
crease in myelinated fiber density and active axonal degeneration with relatively well-preserved un-
myelinated fibers. (7) Muscle biopsy showed mainly neurogenic changes with some degree of myo-
genic changes and occasional association with type 2 fiber atrophy.
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case age Sex clinical duration onset of pain edema fever muscle muscle sensory disturbance  reflex

diagnosis neuropathy weakness atrophy superficial  deep

U/E L/E U/E L/E U/E L/E U/E L/E U/E L/E

1 68 M probPN 4mo subacute + + + 1 1 + + 2 2 0 0 N N
2 69 F PN 1mo sudden + + + 3 3 + + 4 4 2 2 = %
3 6 M PN 1mo sudden + + + 3 4 + + 3 3 3 3 N N
4 8 F PN 9mo chronic + - - 1 4 + + 4 4 0 3 E--
5 72 F cutaneous PN 2y chronic + + - 0 3 - + 0 3 0 3 N -
6 46 M AGA 5mo sudden + - - 1 1 - - 3 3 3 2 N N
7 52 F AGA 5y sudden + - - 0 1 -+ 3 4 0 0 N N
8 19 F SLE 2ydmo  chronic + + + 0 0 - - 3 3 0 1 N N
9 28 F SLE 13y chronic + + - o o - - 0 3 0 2 N N
10 57 F RA 12y chronic/sudden  + + - 0 0 - - 3 3 0 0 N -
11 77 F RA 5y chronic + - - o o - - 3 3 2 2 N N
12 54 F Hashimoto 2y chronic + - + 1 1 + - 4 4 4 4 - -
13 41 ©F eosinophilia 2wk sudden + + + 4 4 + 4+ 3 3 0 0 N -
14 38 M NSVN 4y sudden + - - 0 o - - 3 4 2 3 N -

M: B, F:&l, PN:&HiESE8RE, AGA: TV V¥ —AFEMMEL, SLE: 258 =Y 7= -7 X, RAEBH%
Bif Y <5, NSVN : nonsystemic vasculitic neuropathy, U/E : upper extremities, L/E ' lower extremities.

0:E%, 1:8BEEE, 2 hEERE, 3 MERE, 4 REEREE.

F1b EEIMK - PRI R

case blood cell count immunoglobulin & complement serological CCr CPK CSF
WBC Eo(%) plat RBC Hb 1IgG IgA IgM IgE C3 C4 CRP RA ANA DNA RNP Sm HB protein
1 10020 48 318 375 128 2442 870 159 5535 515 133 + + + + 16 25
2 17,200 3 785 332 103 1087 298 78 375124 64 183 - — + - 472 8 26
3 13100 05 455 388 109 1560 136 210 23571 336 173 + - + - - - 383 12 31
4 2100 2 289 398 64 1.2+ - - 20 26
5 7200 41 266 376 129 1628 420 83 2,129 746 365 35 + - 291 9%
6 31,200 15 31 434 126 1253 206 176 87 24 132 + - 44 22
7 15900 78 21 450 142 918 78 2300 70 30 0o - - - 243 27
8 11,780 0.1 227 452 128 201 585 0.1 + + - 9%4 14 28
9 7,100 2 293 422 118 3609 910 61 509 197 07 + + + + - - 69 9
10 11,100 2 329 424 126 1478 362 163 254 832 353 o + - - - - 61 34 38
11 6400 54 343 310 85 490 99 41 0o + - 42 75
12 3900 33 22 38 124 2099 193 71 56.7 33.7 0 - - + - - — 579 54 34
13 21400 708 385 400 107 1,795 236 405 1975 845 329 + - 141 50
14 9420 O 193 426 137 685 256 0 - — + - 90 59 37

WBC : [k /ul, Fo: 83K, plat: M/MEE /ul, RBC: ARMEEL X104/ ul, Hb: ~NEZTE Y (g/d), ANA @ FilkHitF,
DNA : #iDNA 4K, RNP : HLRNP¥ifk, Sm:$Sm¥ifk, HB:HBAg, CCr: 7L 7F=v2Y 77 YA (ml/min), CPK: 7
V7FrEAsFF—EQU/D, CSF protein | #HEH (mg/dD).

n, BICFEERE LRI ELH 5. L OB AR OB RIZOWTRE L7220 T
LElEk 2k, BEEMRAEREET L2BRRS HEY 5.

L U7 OEBHERD D W IIBHEMEAER X 72135 MR LVHE

AR L Y BRI A S L ko 72 14 B1IC BER & BRI ED 5 VISR AR E 7213

DT KRR AR E O BRIRIT R & PR AR B frdesg b, SRR ME K2 RO 14 BIZNRE L
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B EEEEDOSM
RERED 5 VIZEEET 2R L8, GoBRIEEOREEZSSbT.

7z. T DOWERIZ PN 5 B (1 BlIxBZ A PN), AGA
2%l, SLE1#l, RA2H, AR 16, iFEEEki
% 3iE 1 %1, non systemic vasculitic neuropathy (NSVN)
1BITH 5.
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motor median nerve motor ulnar nerve motor com peron
DL Amp CvV DL Amp CvV DL Amp CV
case Lt Rt Lt Rt Lt Rt Lt Rt Lt Rt Lt Rt Lt Rt Lt Rt Lt Rt
1 426 603 24 245 728 455 473 545 425 525 404 317 413 372
2 NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE
3 NE NE NE NE NE NE 225 23 237 993 523 549 41 NE 011 NE 335 NE
4 NE NE 51 423 NE NE NE
5 27 275 115 697 513 513 22 225 84 728 519 519 NE NE NE NE NE NE
6 87 062 57 51 141 146 58 54 033 NE 46 NE
7 2.72 67 568 3.04 675 625 74 439 448
8 NE NE NE NE NE NE 175 17 178 101 656 625 3.2 27 192 783 429 507
9 23 265 136 89 591 59 NE 59 NE 193 NE 436
10 26 24 549 539 551 533 23 205 743 965 584 562 455 395 066 052 489 426
11 74 6 42 34 NE NE NE NE NE NE
12 32 37 768 105 50 539 2 215 724 533 717 529 48 435 056 063 432 404
13 475 245 004 496 312 488 NE 24 NE 071 NE 574 39 5 025 003 307 395
14 3 33 196 211 548 o4 2.8 3 993 129 538 554 38 305 197 267 506 43
control
mean 29 16.3 57.0 2.3 84 61.2 46 56 519
SD 0.3 53 35 0.3 17 49 1.0 33 5.45
sensory median nerve sensory ulnar nerve sensory sural nerve
DL Amp Ccv DL Amp Ccv DL Amp CV
case Lt Rt Lt Rt Lt Rt = Lt Rt Lt Rt Lt Rt Lt Rt Lt Rt Lt Rt
1 34 NE 72 NE 357 NE 252 252 632 274 489 504 312 294 276 704 385 391
2 NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE
3 NE NE NE NE NE NE 27 246 145 447 444 447 NE NE NE NE NE NE
4 NE NE NE 40.3 NE NE NE
5 262 248 609 787 534 565 262 283 355 356 534 486 NE NE NE NE NE NE
6 NE 07 NE 61 NE 141 146 51 44 03 14 52 47
7 2.76 489 544 NE NE NE 476 31 343
8 206 196 127 22 592 56.1 284 NE 366 NE 493 NE
9 NE NE NE NE NE NE 246 268 112 121 427 466 352 NE 707 NE 497 NE
10 228 232 134 68 592 603 23 212 576 284 478 495 NE NE NE NE NE NE
11 NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE
12 NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE NE
13 NE 5 NE 003 NE 395 NE NE NE NE NE NE
14 3 NE 519 NE 50 NE NE NE NE NE NE NE NE NE NE NE NE NE
control
mean 21 199 5.2 2.1 114 534 24 159 483
SD 0.3 54 5.28 0.2 37 518 04 83 395

DL : distal latency (ms), Amp : amplitude GEBI MR CIIBAMEBERL mV, BEMETIIREMRIEEEML V),
CV : conduction velocity (m/sec), NE : not evoked i3 M ¥ % 72 (I EEMREB B BN TER P02 I LERT.

DI2DREFNENR1IFOATH o7 (K1),
EHREEEIREREBEEICHNTRETD
D, BEOLZWHDL 461H 7.
MmEMER LTI CRPEEHIEPN & AGA B
X USLE ®ZFhZh 1 fIcabNlz. filEHIZ
BE Lz 126800 2 B0 AB ER L TWw.

2. KHHHRCEREMR (K2

R B TIE BRI 4FIC PN 1 4
¥ SLE 1§l C IE ot 8 O B & 15 16 By 038 i
REELRBIAH O, HBEEMEILPN4SB], AGAL
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case vasculitis multifocal MFD UFD teased fiber
change large  small  total A E CDF

1 - + 2,318 2,534 4,876 1,905 97 0 3
2 + - 478 7,707 0 100 0
3 + - 1,408 3,280 5,548 30,706 47 26 10
4 + - 0 0 0 2,858 nerve strands
5 + + 1,063 7,849 8912 21,282 100 0 0
6 - + 2976 5452 8,428 35914 100 0 0
7 - + 644 4,505 5,148 25,553 56 37 7
8 + - 63 491 554 * 0 100 0
9 - + 1,455 2,593 4,048 18,805 61 39 0

10 + - 128 1718 1846 50310 96 4 0

11 - + 2398 4256 6654 16878 98 0

12 - - 100 2311 2411 9577 97 3 0

13 + + 758 1,966 2,722 3,740 0 100 0

14 + + 1969 7113 9082 17576 100 0 0

control mean 3439 4761 8200 26433

SD 447 470 733 11870

MFD : A#s# R, UFD @ EEERMEREE, AP X OB 1E numbers/mm2,
EXECUMHE %) A D IEH, C:HtEBEE, D MvEBiRE RS, B BREH,
F: BRisft. * . BEree.

2 el 3 DBFRMRREMR (X7 7 1 YR, HE $f)

ke EIROD/NEIIR A MBI T TRORS 2 AT REMEMIRE % 05, Mgk
AL D/NEIIR Tl B ORI, 74 7 ) 4 FEESE, PIREORR%E, PBEMER
DEIE % CHSEENE RO RS A SN,
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ol R L AR P D SR BEE L R 8 BIIS A D
M, wRE B o/NER % R E L ClE RS
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4 B9 OPFEARRAER (=R WM, Pvf Yy
TV —Guth)
MR L 55V IR — O MR IRAE T EHALIC &
D BBREOREOREICELRD L. SHLEOE
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x4 HHEMTR

case vasculitis neurogenic myogenic type 2 atrophy

1 + + + +
2 + + + +
3 + + + +
4 + + + -
5 - + + +
6 + + + -
7 - + + +
8 - + + +
9 - + + -
10 - + + +
11 - + + +
12 + + + -
13 + + + +
14 - + + -

neurogenic : MEEMZE1t, myogenic : FHEEZELL.

ERBRCIHRRECHE ROFTRIALNL
Mol HHMRBHEOREDOREIIEMILY
B0, WENEELRFTIIABARERMEDIIR E
BiE LT/ (M32). FREOLEMSAIX
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—E335—



144

02 ST () g
Zwiw/Z806 Qi
NASN
1 esed
0c ST o1 S
cwwers:adn
VvH
0l @se)
02 ST 01 4
zww/gers a4
A 4314
g ase)

CF M) 7 4N X ARLREO T G FBPT sy

02 ST 01
ﬁ 0
- 00G
- 0001
+ 00ST wwieele adn
enydouisos
€l 9se)
- 0002
0Z 41 01
0 il ||
+00S
- 0001
- 00T ZWW/8voy:a4N
IS
6 @se)
- 0003
02 428 01
) N
+00S
0001
+00ST
ww/68l9 :adn
Nd snhoauejns
- 0002 G asen

g

G [F]
0z GI 0T S 02 1 o1 g
0 -y +0
L00S H00S
000T - 0001
t00ST LWW/LLYZ :aIN F00ST Ww/bsa9 :a4n
ojowysey " 8«%
ose.
L 000Z ¢l 9 - 0002
07 a1 01 G 0z 1 o1 g
r0 ¥ .-—- 0 ey
L 00S F00S
- 000T F000T
[ 00ST 2WW/YSS QW F 00ST ZWUYBYLS AN
IS VOV
8 9se) ase
L 0002 ~ 0002 L 0
( wl) Jojowrelp Jaqiy
02 qT 01 g o1 g
ﬁo +0
L00S 00S
L 000T -000T
L 00ST LUIUY/989Y ‘G4 -00ST Zww/essy :ain
Nd Nd qoud
L 0002 €asen L0002 hosea

+00S

- 000T

- 00ST

- 0002

+00S

-000T

F00ST

- 0002

+0

F00S

0001

r00ST

- 0002
W /sloquinN

14

—E336—



145

(X H) 741 ¥ AYLEHEO T FHPIWRENE a5 &

g Z I g Z I g 4 I € 4 I
+ 0 . 0 'lll’é—:—.—o—.-._—— ———-. 0 0
L 0001 _ L 0001 L 000T 0001
L 0002 L 0002 L 0002 L 0002
L 000€ L 000€ L 000€ 000€
L 0007 L 0007 F 000 L 0007
wwg/sL :adn | ZWW/opZE :adn zwuy/2266 :a4dn | ZWwi/e/89l :adn
_:zo pmu 000 enludouisos L 000G Sou_,”_uwmu 000G o 0003
. €1 852D [ o00s L 0009 b OS89 L 0009
g 4 I ¢ Z 1 ¢ z I g 74 I
r 0 + 0 -0 - 0
- 0001 L 000T L0001 L 0001
- 0002 - 0002 L0002 - 0002
- 000 - 0008 -0008 - 000€
L 0007 - 0007 -000% - 000%
. wiw, : wwessse :adn ZWWYLeSE :adn
ewu/pieos :a4n L0005 uiyso8sl:Ca - 0005 ¢ VoV 0008 VOV 0005
AL ase g ose)
0l ase) 6 aseD L 0] i
L 0009 - 0009 0009 0009
(w) Jopawelp Jaqid
€ r4 T 0 € Z I . g Z I o g A 1 .
. T g 1111 EEERL
L 000T t 0001 L 000T - 000T
L 0002 - 0002 L 0002 - 0002
L 0008 - 000€ L 000€ - 000
L 0007 - 0007 L 0007 - 000
ZWwZezie :ain i zZwwy/gsse :a4dn | WwWHoL0e :adn wwy/z04L :adn |
Nd SROSUEIND 0008 mum 0006 ) omuw_ I 000G Nd 000
ase vo ose
§ 9s8J L 0009 ﬁ 0009 [ 0009 ¢osed L 0009
ZWuy/sIaquinN

q

—E337—



146

HELE S TV,
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