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FERR, HBEE, WHEL - KEROMIKERE, £ TiEE
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FUSTOCHE, 480 VSEERZIEH SN, WELEE0eH
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ABEREBUE @ 51 170.0 cm, A 62.2 kg, BMI21.5, &
36.9°C, JJk#1 80 bpm, M/ 112/85 mmHg, SpO, (24
98%, —MxEHIATT R CILESEI, FHF, B v HilE R
% RO T HYEAEIE 2  WEMERIFCH o 7z, WEiTE, T
T, TRRICHIREZEE - B x 07 (Fig. 1), MREFEMETR
1, EREEHT, BRREIE O B3RO o 72 U
FEFH M4 {manual muscle testing (MMT), F//£} (Z$HER
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Fig. 1 Photograph obtained on day 1 showing livedo reticularis on the patient’s extremities.

A. Right upper forearm. B. Right lower leg.

O, BERFHIM I L Tz F 2T O B AL &
RUB MRS - B - TR S O AT LSRR, T
WAL B OIRBY AT, W EE OB IR T % o 7.
TEEY I, L - BRITRE, B R IR Lo 7.
M R o I AE Tt CRP 2.34 mg/dl, #Rik 1 R (6
56 mm & JESUSTTHE % #%, AST 32 U/l, ALT 46 U/, LDH
245 U/l L R EE TR BER = AT A S 7z, CK 1 165 U/ & IEH
PN TH o 7. B BB IR A RO o 7z,
U7 I IgM A8 437 mg/dl L R EETH Y, IgG,
IgA IZIEHHEPH, A 2.29 & « BN OFT L TH - 72,
HifAkix C3 61 mg/dl. C4 1 mg/dl & EKAl, CH50 (&l %8 &1 A
MCThorz. J< b4 FIHF (rtheumatoid factor, LT RF
EWERE) 13 771.4 TU/mI & BT & - 7275 ANCA & it F
chUkizBEECTH 72, £7/227 0+ 2707 ¥ (cryoglobulin,
PUF CG &mgED) Ahitk, TTME IL-2 273813 2,585 U/ml &
wEfiETd - 72, HBs $UJ5 & HBe $UiKIEB51: T3 1), HBV-DNA
A335log I ¥ —/ml & 7 AV AEIFEAETH - 72. HCV $ifk
M TH - 72, MR EERA Tl R RO R R 7
Oy 7 a5t i aiRo7: (Table ). CT TIEXMHIZE T, &I
P RRS ~ T NGRS AR, fERE, TR, RS KB IR A I8
MR L2 v/ HiflEK % 78972, BEFDG-PET #7# Tl
JER ) »/SEIMA, WEAEPE, B, sk, rEs
B D LT HEERIRNE R0 (Fig.2), BI{RITR % B
FREL9WMHICEER,S ) VI SHiEMERIT L. $72
598 AL AL O T T % R0, 45 15 9% H O i 2
TCKOEH 407U AbhzZ s, BLXUHBY Fx1)
T L) BRI HREEITEL SEEIIR K S WA 5 2 T &
5, g L A S DR D 72 60 Fe RIBRIE 5 > & W5 R M % 4T

L7z SWELHERAT L & LC, S o 7 SE TR .G o 2
&R D L ARATERS Sz, IR Tl
BAHL DY) v/ SERBRHAZER O 1358 & TR ML OWRAED A B 1
7o, PG CTlE CD20 Fnidk B Miffla &, CD20 B> CD79a
Wt OIS b % 7~ BAEANRAE L CTB Y, Igk AL
DEFAHIR % 3272 (Fig. 3). Mtk ik v 3skF kol
BROFSE LI, M B RIIEAEREAT RO 2 o
7. LELORERD O AGEBNI LA ) VN E, CV & F
W L 72

R AbE B 2 RS (Fig. 4). HBV FHEMALT B
ELTCESHHDP ST ) REVERIA L7z ) v SEiE R4
21 9% H 2> & Prednisolone (PSL) 30 mg/H % Fi#5 L, 10 mg/H
FC 1M 5 mg/H 3O L7z, e Wik, %5 49 9%
H &0 iRy ) »SEOBRRE L TR T ART =Y
VR TR ST L7z, WGRBRIG TR IR L, WA
IL-2 %K% RF O FA3A L N7208, MR ED0 T
Hodz. A0 H OMBZEMA TIE, HATHIGEEA,
EREANEIE B EAL ORI, F ¥ MBS MM AR -
HEL, WEEETRO 1 7 H CHMBTmBEENET L2b 0 &%
Z b7z (Table 1). /IR L4 50 9% H Tl A E 1S
MMT 4, @25 348 ERIRIR S ORTig-R-BR45-/ME) MMT
4-4-2-2/4-4-4-4, SETHEIMERG 1/1, FHEX LR 2/2, /Mg
Wi 2/4, EOE R 2/4, WIRCEH 43, TRRZSH 42, 2Rk
iR 3/3, RHEEM 1/4 F THAT L7225, RIRICUGE LBk
TSREE e o7z, 55 71 HZBEE L CHb Rl e & e L,
NYTRAF V=) F I THEIL6 T—AF T, PSL
VTR AR & 22 ) BREERECLd ) RO FRIZERO TV,
F 7B R R RAERPURRIIIRAE L T 2 A H B A B X
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Table 1 Nerve conduction study results (amplitude is measured peak-to-peak).
A.
Median, L Median, R Ulnar, L Ulnar, R
Day 1 Day 40 Day 1 Day 40 Day 1 Day 40 Day 1 Day 40
Distal latencies (ms) 4.2 3.6 4.2 4.1 3.4 2.3 2.8 2.6
. Distal (wrist) 8.1 0.9 7.6 1.5 11.2 7.9 11.8 4.6
CMAP litud \Y%
amplitude (mV) Proximal (elbow) 7.0 0.3 6.9 1.1 6.9 49 41 42
MCV (m/s) 55.6 44.8 53.1 51.4 49.1 44.6 31.2 59.5
Tibial, L Tibial, R Peroneal, L Peroneal, R
Day 1 Day 40 Day 1 Day 40 Day 1 Day 40 Day 1 Day 40
Distal latencies (ms) 4.1 4.1 4.5 3.9 5.5 6.4 4.1 5.1
. Distal (ankle) 19.3 2.4 19.8 13.5 34 0.4 4.8 1.9
MAP 1
CMAP amplitude (mV) Proximal (knee) ~ 14.3 1.3 17.3 8.9 2.9 0.4 0.1 2.6
MCV (m/s) 42.6 42.6 45.8 44.8 40.9 39.6 43.5 40.0
B.
Median, L Median, R Ulnar, L Ulnar, R
Day 1 Day 40 Day 1 Day 40 Day 1 Day 40 Day 1 Day 40
Distal latencies (ms) 3.0 ND 3.2 3.3 34 2.9 ND ND
. Distal (wrist) 9.3 ND 11.0 2.3 1.2 3.9 ND ND
SNAP litude (uV
amplitude (xV) Proximal (elbow) 3.7 ND 5.5 ND 0.9 ND ND ND
SCV (m/s) 53.5 ND 50.6 50.2 45.5 474 ND ND
Sural, L Sural, R
Day 1 Day 40 Day 1 Day 40
Distal latencies (ms) ND ND 2.9 ND
. Distal (ankle) ND ND 34 ND
SNAP litude (uV
amplitude (uV) Proximal (knee) ~ ND ND 5.2 ND
SCV (m/s) ND ND 47.8 ND

A: Motor nerve conduction study. B: Sensory nerve conduction study. CMAP: compound muscle action potentials, L: left, MCV: motor nerve

conduction velocities, ND: not detected, R: right

Fig. 2 FDG-PET scan showing high uptake in the lymph nodes throughout the body, including in the bilateral
posterior cervical, supraclavicular, axillary, mediastinal, hilar, and inguinal lymph nodes.
FDG-PET: ¥F-fluorodeoxyglucose-positron emission tomography, L: left, R: right.
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Fig. 3 Image showing histopathological findings in a resected lymph node.

A. Lymphocytic vasculitis is observed in the specimen (hematoxylin & eosin). B. The germinal center of the lymph node appears atrophic, with

significant enlargement of the marginal zone of the follicle. Proliferation of medium-sized lymphocyte-like mononuclear cells and a mixture of

plasma cells are observed in the marginal zone of the follicle (hematoxylin & eosin) C. Immunohistochemical analysis of the specimen showing

a mixture of CD20-positive B cells and CD20-negative and CD79a-positive B cells with plasmacytoid differentiation. Light chain restriction

with Ig kappa predominance is also observed. Ig: immunoglobulin.
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CV & Chapel Hill Consensus Conference 2012 eZaThIZ B>
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Fig. 4 Patient’s clinical course.

A man in his 50s had a 2-month history of B symptoms, paresthesia and hypoesthesia of the extremities. He was admitted to our hospital and

underwent cervical lymph node and muscle biopsies on day 19. Steroid treatment and chemotherapy were administered from days 21 and 49,

respectively, which led to gradual improvement in symptoms. The sIL-2R and RF levels decreased, and the C4 level remained low. RF:

rheumatoid factor, sIL-2R: soluble interleukin 2 receptor.

7213 IgG LR AVYRIEEICBIS- L, BMmEANREOMZEL & 72
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HED) AR GEET A 2 LS. —F Typell
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52 W%, 80~90%7° C B K& P & L THTE
L, 5RD DK 20% D) b FHAAKTEN, 3 HIA® Sjogren JEMHE
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B EENTVD, ERAERIZESE S Raynaud 315, )N 7%
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ELTHEI .

CV DHMFERERICEI L C, ARAHMEREEII L2 5mMiEs, £
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Fo8F—, EHE SWEEATIERRAE, BEFAMIML, AR
FRB M 55, sk &0 - iR E S o 5T
Wh. F72 CV OIGEIEZ St (BRELOEHTH D,
cryocrit > 5% CTHh 5 b o) LAGFHYE (DAL LEHKT
Lk, ARIEEMETIIEFEMREREEDS <, EiEHIk CIED)
TSR S R R M B T OB E DS N C L EE R
b o TREN TS, A B | BB K AR R 5 4 G20 T
BY, HEHESE N EATRIEREI NG, TS OMEEIC X
0 BB OB R T AEST L7245, MR LA
MFHOHINET D572 #I2 CK EARO bz &

Mo b, AT AR E X D) R ESEN TH o L
g, FRE LTI 502 X 2 B0 o/ Nk, #HB)
DREAZEDSH S L CnB EEZOND.

CV OI$FERET & LC, HCV & EH 2B W TId HCV 12
£ % BHIBEANOIEBHERN ZFIEAS M) =1l b &2 51T
W59, HCV i3 B MIER o CD8L 124544 5 2 & T B cell
receptor X flBLL, €/ 70— V7 BHfgOMEEIFEH L X
729 . ZOFER RF (1% % 52 polyclonal IgG X monoclonal
IgM 25 S, RBERAREIEL CG &b, —HT,
Ik HCV B B8 O CV OFIERTF 1A 22 JHA% . HCV
Rtk oo s 3 HR A BER A B VB2 B & SEAT L 72 $45 Tl
22 BNCAIER] & RO G ) v S EEZ RO TBY, kT
IRIEEE IE Hodgkin B AL EY > /7 SHE 11 61, ) >/ ST B
Atk v oSIE 10 Bl &z, SO XD SRR E TR
L7-RET CV o T, B v ix i o Lo3E
Hodgkin V) ¥ 7SEEDQ G HHEEE AT VDS, s QMR v
JEDHEH & LTH HCV IZFRWBEEA R S Tw s, &
D ENSEWRY) LSHiE CVORIZH HCV ERIRZA SN
5 &) BREBISENERICH DL ENESN, Fo—Dk
L C B-lymphocyte stimulator (BLyS) ®BEARIE &5,
BYER 2% HCV & 413 BLyS O 58 # 845 & SN THB
D HCV Bt CV BEICBW T BHOTTHEAIR SN T
WABW BLyS IZRAT CG MUEDf, DK E % 5 Ik
Hodgkin V) > /SfE<C™, Sjogren MEMERE K & ytEr ) 7~
F—=T A% EOBEHRICB T OMERINTEB D919 BLyS
2 &%) »osH GRS SE HCV BB O CV SEIC B G L
TV LMD D 5.
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Abstract

Diagnosis of cryoglobulinemic vasculitis based on B symptoms and peripheral neuropathy:
a case report

Monami Tarisawa, M.D.”, Masahiro Wakita, M.D.", Hisashi Uwatoko, M.D., Ph.D.”, Megumi Abe, M.D.",
Masaaki Matsushima, M.D., Ph.D.? and Ichiro Yabe, M.D., Ph.D.V

U Department of Neurology, Faculty of Medicine and Graduate School of Medicine, Hokkaido University

A man in his 50s presented with a 2-month history of paresthesia and hypoesthesia of the extremities and B
symptoms including low-grade fever, weight loss, and night sweats. He also reported a 3-year history of skin
discoloration in cold weather. Laboratory test results showed a high white blood cell count and elevated serum C-
reactive protein and rheumatoid factor (RF) levels. Complement levels were low, and tests for cryoglobulin showed
positive results. Computed tomography revealed generalized lymphadenopathy, and *F-fluorodeoxyglucose-positron
emission tomography showed increased uptake; therefore, we performed cervical lymph node and muscle biopsies. The
patient was diagnosed with nodular marginal zone lymphoma and cryoglobulinemic vasculitis (CV) and received
chemotherapy and steroid treatment with improvement in symptoms. CV is a rare immune complex small-vessel
vasculitis. It is important to measure RF and complement levels and consider infections, collagen diseases, and
hematological disorders in the differential diagnosis in patients with suspected vasculitis or CV.

(Rinsho Shinkeigaku (Clin Neurol) 2023;63:291-297)
Key words: cryoglobulin, cryoglobulinemia vasculitis, mononeuritis multiplex, marginal zone lymphoma, B symptoms




