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Neurological Complications in MCTD
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Mixed connective tissue disease (MCTD) is a syndrome with overlapping clinical
features of SLE, scleroderma and polymyositis. Multiple organs like skin, joint,
muscle, lung, heart, kidney and so on are affected with this entity.  Nervous system
disorder is one of the important complications in MCTD.

We reported four patients with MCTD who had various neurological complications
such as trigeminal neuropathy, meningitis, cerebral infarction and polyneuropathy re-
spectively. The percentage of MCTD patients with neurological complications is re-
ported as 10~50%, in which, the trigeminal neuropathy and meningitis are most
frequent.  Psychosis, convulsion, cerebellar ataxia and progressive stupor are also re-
ported to be seen in MCTD.

Myositis 1s reported to manifest in 70% of MCTD patients. The clinicopatholo-
gical feature of myositis in MCTD 1is not clearly differed from pure polymyositis
(PM), however the muscle pathology of the myositis in MCTD tend to show more
infiltrated inflammatory cells at perimysium than PM, whearas PM shows larger
number of muscle fibers with simple necrosis. Neuropathic changes are frequently seen
neurophysiologically and pathologically in MCTD. PM 1s seen in younger age group.
The pharyngeal and respiratory muscles are more frequently affected in PM. PM shows
higher CK levels at acute stage.

In this article, we focused on an unexpectedly high incidence of various neurological
complications in MCTf) and compared the features of myositits in MCTD with PM.

Key words: mixed connective tissue disease, neurological complication, myositis.

BOVERSOHIRR, MEEREIHE, MR

Reprint requests to: Tatsuhiko YUASA, BIRIEEKS: . 951 FriE AT 1 FKEy
Department of Neurology, Brain Research FrE R P I F A AT A PN B2 Y
Institute, Niigata University, Asahimachi— BB E

Dori, 1, Nigata City, 951, JAPAN.



778 FBEFHE F104% o5 Fak2H oA

L & [

BEVERS GHMUE (mixed connective tissue disease
TMCTD) , 19724F Sharp U o & W B X WK
BHESTH Y, BRI eEM ) 5~ b —F 2 (SLE),
WEAE (PSS), &ML (PM) CEELRGL
PEFE Y, B RNP HiERBHO Br D40
ThD. KETHBELLHRROSGHEN BRE SR TS
0% DEFRBIEBRD TEHRTH 5.

el MCTD o B4 B2 L, TOIFERY
SRR LB LS, TOBEEHLCL, X,
FOAMOFELAAIHEC VT, YEIERE AN, MCTD
IE 25 ikt g - AN i RNk > W A

fiE

EUFic e R atHELX A+ 5 BRGIZENT5 & D.
HEGI L. (FP—4684)

B AT, otk

Y ATHROZREY, B, Mo
REHE  Faddiin L

BEFERE © #pad#0e L

BUAEE © 19874, EARBICATHEA LUK, Bk
Bk BB A Bl 1988, EREO L CARUHE T
BEELL Foo e b v VA U, 19894 1 B, 28 0#
BEEME, BpEorRE, WREE, WEOHE, BemosHBIL, REG
wol. ZoE, AFREORMAR S TETETAER
vt 5 H, GFENLE, Busdt, LehHi
HEL, HGFOBINRL -1 B RENCHED -
FAER S 5 AP L 0 IR BRI LD O R B L5
e h, F o FREORS G LTV i B O#
HEH S bhioh, BEO MRI CRHECREHIE
Bdichrot, 5ATRLY, HFOBESZH LA, 7
AERE0BEBRELHET L Lo n - oo 580K
HWEAEED R 7 B21H SBHC AR L -
AR S AR B E 162cm, & 51ke, &
H36.9C, WRHM78/%r, MLFE 120/80 mmHg. Hals 555
R RTINS Lk, HEY v B
MU h -1

TRFRITT R, . BRIEY, PR L ERTH - 1
BARRE AT, SRR T L UNEERD S
B, ficEE e <, EBLR TR EEM LI MMT
TI3I~4BEOHIMET S b, Bl cETLTL
To. FHERREI T S, WS, ERERUBEEBR S
DITE L T BIREHED L -, RER TR
BGEMBOBEERT ARG .

WA |~ £{eFRE T, R EE
B 1 REEE 23mm &LJT#EL, LDH 6201U/L RO
CPK #* 3731U/L &#8pnL-Cuv i, BEME 7.3g/dl
Ty a7 yp24.2% Bl Tuwi., fEIa 7
) Vit IgA 396mg/dl, 1gG 2143mg/dl, IgM 363mg/
dl & IgG w8 L, CRP (XM TH -1, MIEHE
flicik, # RNP bif&BBME, #1 Sm nifFEHltd -1,
CSF i, #F 130mmH0, BH 17mg/dl & F#H
THY, LER, B SREEREN, BERNRR
L ERTH -1, HRECEHEEELRD .
s, ARBPUEEAT CAT 7 » 2o, BRI A/
RO FEE R, BRI - X 0T, R s5E
MR EY RO, 7, MREEMNEZEDEIEidnr
75‘ ')f:.

fEF 2. (FRAR—4707)

B ooRE, Aotk

FER RIS OSTH EA 0 R

FKIEEME © iz SLE

BEFERE « Hradr o L

BUREE | 19784 8 A L v BIROMEE, KREUER
BESRE B LT, 2oL ( 7/ —B%, FOIbih,
mesh, HEBAEVE, BN, AR R, ERfRc Lo
FUBAUEKHE L, 1979% 2 BB ET, M LR%
LR RS, 197916 A, HIEGIE N 51208% & &
facahh, BEFRGRELAAB S -7,

ABEHSBUE © — RS AT R T, BOERE LA RS ho
DI RHE 70 <, SREFIRE T, Ao S RREE 2 f
FR T RREE F 2B p, BHOMLEETH -
1o FOMOBERRIC R L EEBA T, BT
B, B, RPEETCEBREE LT, 15 FEEC R
HRAED . MMT T, LB L4 +~5—,
I FBGER S 5 — L~ A OB IS FAEs bh .
BRE, WTFRCHBRORS O B, A
EEs RS LR EBEREFIRED . B
i, EBCSHTC (24) AL TV AU RE .
<, FHRHEED e h -, REARTIE, BF, WAL
TR, ERTCREE TR,

WA —RIERE T, BIMEk, 3600/mm?
EXRPEMETH Y, MiBBEE T, LDH 732U/, CPK
550U/1 &, &fETH -7, MEBESE 8.6g/dl,
gro 7y vk, IgG # 429me/dl & EETH T
MEPUEME, ANA #5120 & &<, Hl ENA 4B
P, (#1 RNP #ifk+, #1 SSA #itk+, #l Sm fifk
—) Th-7. MigEER% VC 92.0%, FEV, 86.0%



Ffth . WATEESARAE (MCTD) il fistiped

THAHH, DLCO 1365.2% ETF LTz, BERT
W, 7470 =7 v 349.8me/dl LEBETH -
BEWEAT BT, MR 0/3, EA 34mg/dl, 1eG 8
mg/dl & IgG MEMETH . THE CT, B, it
REFREA, BEHENBRICTERTH-7h, HER
o, BERS, EBhEUEAS, CKBREYSEAR & & AR A
BEMIL RO, B CT TR BEOREM
MRZE % 30, O X EEE TR oRE
BT #5i. MERIER T8 JEOFT AR &
nto. EHEXHRIT C2~C6 THEBHELENREL N
fo. FRABUIERIUIEAG T » 1oAY, ARERMER RELE,
o & 0T RoEAERRES RS BERNS
TR ORI e & OBEWBR LB . HREK, PEs
& B & b T ASEM R 2 RS, BEOBMIELAEL A
fo. HoEtRC A RS SER S h e S REEERIL

779

SSEERFBMBENET ) v v, MET A =T - RROR
Wik i, ATEEE L 1 2 —B& B, 4888 Sjogren
FEEROBW AT\ 5, 19885 (49%%), LRI
oSk LTEEMGHVETRERS R FR
30, —fcEE, £EE EFoLUhSEERL,
ZFOBEFFE, FEHO LTRSS, BEEOZE
TARL L. MEEEORE T, BEOAFRRICIN,
VU S OB R O VET AR B, M
HoH RNP fEB©, RNt HEERY
TR AL OTRAE & b 1. Mol X AR, FE M
MHEGLA, S CT B MRI CTABIEER, FHE
B RV ER A . IR TR RO A
T, SERMEEESE, B, HREIRD LR, R
NI R BR O EARER R 0 I T, BN IR O AR R A
bbbkt Fio, fiber type grouping 7n & #EEE M

Mo fe. Bl L.
FEB 3. (FiN—4604) fEFl4 . (FER—2672)
B S0, Lt BE 238, i
¥ 1 MCTD g4t &
A.H. T.T. E.K. M.C.
# 'S i T 'S
o 39 47 50 23
FERE T 38 45 35 22
PRk (+) (+) (+)
Fo @ik (+) +)
B (n)RNP Hifk (+) (+) (+) U ENA Hifk 64000%%
SLE #fER £ FE A % EZ 1S % S BH A % %5 0, BTEATBE
PSS BRI MRS T (DLCO 65.2%) IR . FRILBEIR T BB
BREEHET (DLCO 47%)
B IR
BhA (+) (=) (=) (+)
KT PUTLE S 137, 17 LR AT VR 37 17 15 PUREATAL - AL AR
CPK fi (U/D 550 373 31 680
HEX PR M2 AL FEEA L | BIRPER ORI | RRI5ME B OO U
PR (A TR EH pli¥d E# E#
MRS E
Wi HE OB - H3E (+) (-) (+) (=)
RIE o MR -
5 IR (2+) (—) (—) (—)
R (2+) (+) (+) (+)
{11 B 0 B S () (—) (+) (—)
R M2 L (=) (=) (+) (+)
& i fE SR MREREE KM EEREE | Sjogren fEMREF. RO R ¢




780 FEREYAME B104% Fo8 FK2MHoH

19754 1BMBART Y <5 LB E i, 198042 A,
FB, BRI D OREBIFHECHLLDAR L. A
BRBSREWT Y 320mm H:O & &<, M 774/3, &
H 97mg/dl LBEETHBEXAOMATH 7. BHE,
BB RRASHET 2 Lk, SRR ENT
B, FHEE3 AMBLC ABL L7ohs, AR, BB, £
BB OKSE, FEM ervthema %S 1. Bl
BT, PERTA, EA S ABREOHET 2 RS
BB T % L ARTITE LTV e s, o s Tk
HWTH-T., mEHo LDH A 11110/, CPK it 680
U/l CEETHY, B 7a 7Y v (IgA 408me/dl,
1eG 2420mg/dl, 1gM 306meg/dl) LEMETH -4 CRP
54, RA(+), #l ENA Hifk 6400015 C, HiBXTH
bk, #REEEELAEEL T B CT 3ER
Th-te. PERTIRARMNOMRBEE X ORRE
ElrRHT.

Bll, 485 FEHTE 1 0RTH, BR4HET
NTEWT, RIEFRIITFH6E, 3flicrs /B3R
2 Bl FiRER 22D, 26 RNP §iff, SLE #
FERA D O PSS HHER S 3HITHED L. 45& L%
TERMH 0, ThTh=okEE, RIEmERE, K
BZE, BIRREABEL TV

z 2®

MCTD OFRHRAERIT K, B, A, KEFEy,
i, O, B, SHBCRSEERBYEL, MER
DEPHEL\WT L OWEL S 5. Sharp? 12 MCTD
DI0% AR E % B = R A R LS L LT
WA, —J, Bennett 52 L, 55% OfEF - RS
HBRD, TOL, RASVGOHEEMERIES T20% 10
Hbhic £ofl, HEEER FEERME SRR
KRR, DRMAIE, EREEL S OGIHEY
HRBLTV5. KIBTIE, WALY p2360 MCTD
HR13% I RS FHER OB K 7o K o IR EREEE A R S
b LTwbh, ZXMEEEC >LToiliid o,
IO &5 MCTD ki) 5 #EREHHEC >V Tk

HL LV PEFRELLO0, BRI AEOEY
s L TEBEANEYSEDLL - TETNS
BBA4 P TR T h TSN RRE, RS, M
W, BRALABELL. MCID i3, SLE, PSS, PM
DERKRG & B FF 28, SLE W MsEERO 455
B ERECHBNTERY, HICEEEMEALET
% SLE Ti#i RNP fitkBBEE A& Em b, #
FEREIR & 51 RNP HEOB#E RE S h 5 L AR,

MCTD it X% SLE KifW&DEZ LH 5D, Ll,
MCTD Tk < BRbh 3 =X eiRiEE R MEREE
SLE TR®mTH b, BEEOHX, #l Sm fAEOEE
e ERLBAELE . MCTD o ff > BBk s,
CHRHBRIREERE S L4 B A, Fh, ibuprofen 7:
EOIERAT oA FRERABRGCIVERENZZEL
H5Y. InbOFITRHIBEREER, MR
W, JBEOHEMARD, KT RNP Sl EEK
PR IT LTI A8 h H 55,

ERHEEE L MCTD O&HES LTHEOE
LOD—DTHHE, CHPFRERE LD LS 5.
MEREOBE B2, 38 HELH, EEE o
ELHREIATVA, Pt LMDz &4 »
39, MCTD B0 5 = R ORE & LT Gasserian
ganglion LEEEBRIME TCOMBE LD, REHESED
UBECLAMBEEL L BNELLRTWED N, =X
R MOMRERICHNTEEZFT B Ohn s
HELREETHD.

BrEEs LTl BERER 7 /14F B8 &
R ENEBIh TV AY,

Weiss 58 [k, BEIHEHES &0 L4 MCTD o
ERR IR G LT 505, BBl CIRRiBE g clE o
Wk, MEEORE, mEMEOREMRBOBEIED
Lhie, BERIEESATRELLOD, MERCESF
FvfEREE s STV 5. X, KEAgERED 4
BHEhE v ELLOREN L. BFHY 3, Sjogren
EBRBAZ &0 L, MRS L EHE L MCTD @
1Bl&EE L. Zofl, FHBEARED R MR E,
T, VIR HITE AR, B CT T, WfE
B, N, RERKIESED bR,

LE®D & 5w MCTD & 664 3 @R FEH»
LKW E TERIERYEL D 5.

ROFFEOIHRIZOVTEET S, MCTD TEE D70
RO HRIERE BT 50, HRBLOL OISR
(PM) ELHHLMIC RIS LD TIAV. MCTD D&
FERIE15~635 (P47 ©, PM Ti31~605
(E#936.55%5) THH PM OHHEFEZE L. Bi
il 2 -WELLABTSD, XELLLEREST
HoORRE & 5. WHE L SPREMGIEET AR, PM
T, BB, SRR, RESS L LEEES R Lo
L, MCTD TURMEHOADZ &ML, —7,
MCTD TikMBsERfHOBESY LI LR ED 3
2, ThiIZERFITLRASR, ThHoflitil, HER
BT R & b HRFEEELOBENERTHL Z &b



Zth D BAME S (MCTD) k> M HpmE 781

BE1 8% & 8 8

a: MEREMECL R T A HAEEO/NE{LEME (H and E 440, x40)
b: SR L OMEHMO SAEMaRE (H and B 36, %20)

b, REHREREE L 20BN D L. Bk~ —H—
& LTHAME CPK iz, PM T AMIIE,
—RC 20000/ PAEOBEE T, MCTD OB
4 Tk 373~680U/1 & FRIIBETH 1.

KCHHBEAR R S>WTh~3. B84 Aleflciit
BARAITIR TV A8, 4018 CBEOHBRM OB &
PREBES L OSARBREO BB Ec g, 2 #Tih
FRCRRHE O/ NEFEREE r £ OMIREIM L A DT B,
(B 1) Oxenhandler %' {2136l MCTD DjRE
o EEE R ML TV A4, 1360 8 FlicEE A~ U v
SERRESROR, 4 B NRIRBEO U v oSBT,
7 AT %, 3 filic perifascicular atrophy
ZRH TS, PHRORESROMETBYLT, 7 ¢
TN A NEMEAES L AMBEROMRE L. 0
fit, PREEEE /MR K OMBEHE( L H T
PCRAET 5. £Di3h, Singsen H'V 3/NED MCTD
THREORESHMBEBMOTRZ®ME LTV 5, ¥
granulomatous polymyositis OREE % 2T 5608
HLH D,

IRBOFEIR VT RYE PM b AD LR BFFRT
H0, MCTD 128 BA A REATR LV 5 doldms,
IhETOEKL MCTD & PM Tl % OFRER R
i overlap A ZEMFRETHDL LI TLLIY, Y4
BEBROITOME TL PM SO HELERIIED
L ITE i - T RMEEIE SRR IO SO PM
L, BRKOKEEZEIT MCTD TL 9%
(N A EPNER Y (Al

Oxenhardler 5'0 {313F1710%ic direct immuno-
fluorescence ®MefT L, 2 FlCMEBE~D 1gG H 5\~
it IgM O E %, 7 FlC sarcolemmal-basement

membrane ~® IgG DOWHK %, 5 FICHEH~D 1eG
ORFEHEDI. WTRLLORE T a7 ) v, 7T
v, @ik EoBFRRS LAY, SREDR T,
B LR~ ORE Ty o 7 v ORBEEDLLO
o, TAT Iy, FEkEOREFELRON, TREEL
EEZLNDLOIKN L MCTD TEHRERBOBRE
CHHRFAEEAB X S LTV AN & LT
WAL ook Hi PM & MCTD ot 5 5T,
RAT W, IFREERN, CPK LROBE R LN &
Tk H, MCTD TRREER, RS R
EOREVBRTH L &2 HE 4 FIL 5D THME
B e TR LT

FA# b 5L, YRS, RN OM
BHAEO, $KRIOMKEAY A EE L
EHRIEEOERS D L L. 2 LT, 48
FIDFEHRETH - e BEOREH], HIRBEE, il
B, B|REEK, oMo RS L g4

2 £ x M
1) Sharp, G.C., Irvin, W.S., Tan, E.M., et al.:

Mixed connective tissue disease an apparently
distinct rheumatic disease syndrome associated
with a specific antibody to an extractable nuclear
antigen (ENA)., Am. J. Med., 52: 148~159,
1972.

2) Bennett, R.M., Bong, D.M. and Spargo, B.H.:
Neuropsychiatric problems in mixed connective
tissue disease. Am. J. Med., 65: 955~062, 1978.

3) AAK—, BHET: Mixed connective tissue



782

4)

5)

6

fuig

7

8)

9

disease DOERFEEHHE. UV r<F, 19: 310~
318, 1979.

MNEE~—, §8 Ik, =FHEH, Ex3x: 17
a7 o VEEERRE K. 2N LR, T0: 2441~
2444, 1982. '

HER—BR, FRTE—, FiTiEsh, KBEEH, HE
BA5h: MEPEEMEREDL A 2 MRER L LA mixed
connective tissue disease (MCTD) o 2 fEf.
PREPIBE, 22: 555-~559, 1985.

BRpRFnEh, AKH{-+, HMEABE: Mixed connective
tissue disease W ¥5iT 5 Z R MHEREMIE L - OHFE
Flio x4 5 BUG. FRKTREE, 24: 908~911, 1984.
PR, ZAEHE, K B WBA=ZTE KH
A Trigeminal sensory neuropathy % &
L 7= mixed connective tissue disease (MCTD)
o2 . FRRFEE, 23: 7582, 1983.

Weiss, T.D., Nelson, J.S., Woselsey, R.M.,
Zuckner, J. and Baldassare, A.R.:
myelitis in mixed connective tissue disease.
Arthritis Rheumatism, 21: 982~986, 1978.
WHERTF, BHEH LDENEM, HFFE ST
E#: Sjogren fEBER. MCTD % &f#FL, i
RS TR Uic L FHEBRAHEE, 29: 1052~1054,

Transverse

FH104% 9T FE2E9H

1989.

10) Oxenhandler, R., Hart, M., Corman, L., Sharp,

11

—

12)

13)

G. and Adelstein, E.:
muscle in mixed connective tissue disease.
Arthritis Rheumatism, 20: 985~988, 1977.
Singsen, B.H., Bernstein, B.H., Kornreich,
H.K., King, K.K., Hanson, V. and Tan, E.M.:
Mixed connective tissue disease in childhood. J.
Pediat, 90: 893~900, 1977.

B B, HREBF BxEm, SR THE

#: Mixed connective tissue disease Ioff - 7=

Pathology of skeletal

granulomatous polymyositis @ 1 . FEEEMEE,
25: 1039~1045, 1985.
Ziko, P.J.:

diseases other than polymyositis. In Inflammatory

Myopathy in connective tissue

disease of muscle. eds. Mastaglia, F.L., ppl07—~
124, Blackwell Scientific, 1988.

14) Dawkins, R.L., Garlepp, M. and McDonald, B.:

Immunopathology of Muscle. In Skeletal Muscle
Pathology. eds. Mastaglia, F.L., Walton, J.,
ppd61~482, New York, Churchill Livingstone,
1982.

(CFRL2 3 8 2 BEZA)






