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A Case of Sarcoidosis With Severe Autonomic Dysfunction

Yumi KIMURA, Megumi TAKEUCHI, Kohei OTA,
Shinichiro UCHIYAMA and Makoto IWATA

Department of Neurology, Tokyo Women’s Medical University, School of Medicine

We present a case of sarcoidosis with severe autonomic dysfunction. A 51 year-old male was diagnosed as

having sarcoidosis based on the findings of uveitis, bilateral hilar lymphadenopathy and elevated serum an-

giotensin converting enzyme. He was admitted to our department because of numbness of the trunk and limbs

as well as frequent episodes of orthostatic syncope. Neurological findings were proximal dominant muscle weak-

ness and atrophy of the limbs, dysesthesia of the hands and trunk, paresthesia of the anterior thighs, decreased

vibratory sensation, and autonomic dysfunction such as orthostatic hypotension, constipation and impotence. A

skin biopsy of the plaques revealed epithelioid granulomas and giant cells. Nerve biopsy showed decreased den-

sity of the unmyelinated fibers with axonal degeneration. These findings, along with abnormal autonomic func-

tion tests, suggested pan-autonomic failure with impairments of post ganglionic sympathetic nerves. Though sar-

coidosis with autonomic dysfunction has rarely been reported, sarcoid neuropathy may warrant further investi-

gation of autonomic functions.

Key words: sarcoidosis, autonomic dysfunction, sensori-motor multiple mononeuropathies, sarcoid neuropathy,

sicca syndrome
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P24 F— 3 2ZRERHOZL fifide 3 IE R
BT oNE - M- BR - 2R - - B X OEM
R LIOREEZ AL S, MLl F—Y A
64% &4 %, ZOPEUTPRMREF VL F—
A THLY. KHEFLIL F—=Y ADOHRTREDE
WIEBRIINAREETH ), SHEMBEREAOEE T
WTHBH". Zoh T BEMBEEIEFICH T
HHY, TAIEHAZEREAREELE L2V
A RF—=Y AO—BERERL72OTHET 5.
E
BE SLRBME. M 7 —BHE BERKEHY
F5F  MIEE LT, WRRENE O REEKE.
WIRRE - BEFERE @ JFad 3 R&EZ L TR,
RRE 19954 GLK) 5 W, BKEMRER

(%, 8ib) & &b ICHE TREBERE 2D, HEIC
THTFREL @%éﬂﬁyﬁﬁ%%wmu6ﬁ¢ﬁ
WIZE TRRIERR 3k L7, IHBRE X b ARAE 2SI B

LIEEIRRZZ2 L, REHREEEZRD, Fradf
=R %28EbNz708, IRERIIA T oA FRlRgE
TER L7z, BT BREER & R X 0 B i
MAHHL, 6 H2TH~7TA 24 H, AWRRICARL
7. BAER X MR LRI Y > o EE R & BB, IE
TyEFT Y BB (ACE) 31910/ £ &
ETHos. BTFRAEMKLE classII, BRMEOAT
Hotz. TOABEH, BEZEHIN, =72
Y UIREE 20 mg/ HOSBIE S Nz, £72, ZOEHX
D IRENRZ R, WE TR, R, 1 VRF A
WBELAZ 7THE29H~9A1H, BERICARKL, B
B ERRE, ETHBHCEER LT L20s, B
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®1 - Rk

A b Ca 105mg/dl, CRP 24mg/dl
g 0 B X AR ARG ) oSBT ERR
A YutzHik x 80, CH50 64.4U/ml,
IgG 1,374mg/dl, IgM 69mg/dl, IgA 625mg/dl
HLSS-A UM (-), HSSBHUE (-), CD4/CD8 = 47
UGN Y1 TSH 0.1pU/ml Kif, T4 2.33ng/dl
ACE 20.6IU/L
U IF— A 18.5pg/mi
MEER T 2 — R I MR
HOBRAT A A& R
Ga v 7 WE TR, ETR FERB XM T ER
F2 MRFMRA
ek MR 11/mm3 () > 735k, 2B 104 mg/dl
¥% 48 mg/dl, IgG index = 059
SEP WAl N9 & Wl P37 DIERK
s B TR SR E B AL E AT
KRIFRAR BT
MCV (m/sec) amp (mV) SCV (m/sec)
A E e 517 548 A IEHHRE WM BRET
TR 46,5 543 o EHEE b F At Reary
AR 410 438 FiHERE MR 13|k R
TRk PR 417 293 T RS p % WIS
®3 HEMERA (GEHFHD
FERA =LY
N DA #2143 245 5%
ME (mmHg) 139/98 M EANBE 103/62 120/72
L% (/min) 73 HEA A 90 91
JNTRFLFY 0.07 - - 0.12
(IE# 015 ~ 057ng/ml)
%‘{%ﬁ—E%ﬁﬁEﬁ ImE 131/80 — 142/84 mmHg
LEM R-R HREH 1.7%
HR7 A b
1.25% *¥ A 7Y ¥ B
5% ah A v Ny 3B
5% & 31 ¥ BB EAERE 2 L

Sympathethic skin response I TRIG %2 L
TeF I VRN EH RS
24 BFE M KEBME, F—HF47 ) XLDHE%K

WRRO ol TH L) THREMEEICEE D L7

3, 8 A X ) MK OFEKE, F T, WFD
REBRELRD, BHORERENIRICE T
Motz 72, BAEREICLY 2 5 HT20(80—60)
kg ORERBDERD/2. 9 11 HEEEKW TLF
EMZ L. OH A HBEERR M LIITTH ELT
MRATHRE RS L, ElREHEE L. FMROER
HEMPFE B 3EHB L2720, 94 18 B 4BH AR

ABRBFHIE - £ 163cm, 1AE 60kg, MI/E 174/
110mmHg, WR¥A 76 [Bl/5, A%, 4KiE 37.3C, ¥
14 |ml/%, IRERERICENZ L, REREEICEE
7L, MEERTIHEK, FE AR 4 BRI O B M
REEEC, BEE, VU ooSEifaEs, TR B
WKHEHNDOREZRDT:.

MREEIICIE, IS, NHRRICEE 2RO
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R BEREMRE
EiMREBEOMEREZRD LA, F A FRENIZ
Ronihrolz (HE Ff x10).
T ZRVEAE VA Dy TN cid 1 MRED
2D BEOBEK (RAD PHEL T (R
BEMVA YT V=Gt x40).

¥, BRI T AL O 2k L EF D T
A PTAREOHIET 2 RD72. BIFHIEET
W E DD R oz, BERIIMFEB L UH
4~11 BBV NV O FHE R, T KR T 0 85 K
B, REEBERTHIELGIIHEICALN.
FEE TS R RO ol BEMER

TIHEMHRIE (B 174/110mmHg— 847 152/
102mmHg— . {7143#122/100mmHg, 571142/
100mmHg), &, 4 v RF V2@ D.

ABRBERERR (£ 1~3) : K, ReEHIIEE
L. miEA L4 Tl Caldsmg/dl, CRP24mg/
dl, R7L 55mm/1h & LA % B 7. BERHEM X T
MBI >Rz RO LERTEEED
MG % 5B 72,

TRIER TP IR 80 15 (speckled pattern),
CH50 64.4U/ml, IgG 1,374mg/dl, IgM 69mg/dl,
IgA 625mg/dl Z/R L, REBRIXETIX ol-7 v F

tUTY U IgABREMMERD .
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Myelinated fiber diameter histogram

Numbers / mm?
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Unmyelinated fiber diameter histogram
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2 EHEFACALTT A
b BRERHEE R 7728/mm? & IEF TR T, KEHEHE
DR L, /IMERMEIX R R L T,
T EEEMER T 28136/mm?2 LT LT
MFD : myelinated fiber density, UFD : unmyelinated
fiber density.

mm Patient UFD:28,136 mm?
3 Control UFD:31 209 mm?2
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Fiber diameter(jum)

VY U ONERFEH
< —H—TIid CD4/CD8 i3 47 & L&, &AL T
#iF (CD3HLA-DR/CD3=351%) & Fas (apopto-
sis BIEGUR) Btk T Mile o3z g2 72, $LSS-
A Bk, PLSSBHURIGIBEME 572 IMiE ACE
2061U/1 L IEE P24, V) V' F — 41 185ug/ml
(IE% 2ug/ml ki) & ERZ2FD. FVEVIE
T&NmuhIHAB%ymt$ﬁ%%%ﬁL

7KL+ ¥ 01llng/ml L{KTF %2 E2 KLy —
LERTEEEINIGE O rétﬂ;ﬁwmﬁﬁ — &
BETOy 2 %30, LI a—CTEREIREHD
7208, DHEBEIZIER Tdh o 72, ER CT CHiffiFT v
VONEIRER, AR E3E S2 SR /MEHI R % D, 1]
HCT TREMIEZZD. Ga vy v F 779 A THijfl
ETRR, ST, HER, SEE-~HPEs, AsHE T
EREEZ RO, BRI —TIZEEIC16x13x11
mm K OEHE EE RIS & FR o T 2 ME IR IR KAt b
7z, THEEZBHOERTIIHE LR EME 2
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3 e (BHEG)
collagen pocket 2523l L T\ 7z,

HoZ-WHEZ RO, BRTIImRE L) EE,
WrHoOZERES BMOERBLLZRD. ¥
V=7 A M 5ml, £ 3ml LIREEKT, F&7
A b 6ml & MERERT, MRS O F 7T A CTHEER
PRI T 2 3272, H T IR&ER T apple tree ap-
pearance % @A 7228, /NIRRT TIZY ¥ 3Bk
I BETH 72,

Fi - BERT AT MIRE 3 11.7/mm® (V) ¥ 738k 35, 4f
HBR0), & H104mg/dl, #E 48mg/dl, IgG index
059 TH o7z, SEP XM N9 & mjfH] P37 S EE L
THH, WETROFKMMEEEIRR SNz, &
BB TIE, TRICEIREES)EMNEAZ ED 7.
KA AR C I E B R 134G I R O HiRiE
T, 2R PR O(RERE B X ORI T %2 720,
FREAMRR IR & D WRABL Bh o 7.

HEMBERETIE, T4V T — TV E 5%
M 2 ke LR RBRIZ AT 1 4 CIlE, DA% Bl
EARREE oo 7278, AL 240 LD 36mmHg DLk
DT T 2RO/, BYLARKOMF VT KL
F 1) VBRI 007ng/ml, #E37# 012ng/ml &
WITNBEMETH ), KA E AR OB E 2R
Nz, EHERERBRCIAEREND D, CVer
ETLTw, SRR TIE 125% =¥ 71 »
THRBEBEESH Y, 5% I H 4 ¥ TIEREI% L,
7 AR R SO SRR X TR RS CRUR DS 2 22 o 72
L LY, REMEHBRHHEOREIRIEI N,
TEFNVI) CENESIZIEERS T 72 24
REEIE KB IE 2RO, Y—AF4 7R
LB L T,

BERE i A Cld i Lo B K% R 7225,
Fovaf FRESEAR S o7 (KD, =R 8

95.5 6 7 8 9 10 11 124

=7 =UEVSR 20mg__| [pAsva—n 1omg

TS R=Va 4(ir.ng
kvl idilES )

/O mEsmE N
Yl e —
R

4 KA

BWEVA VYT NGB Tl 1 MRS 72 ) B
BEROSEAE L TwWo, ERESME A M9 A THE
MRAERE R 7,728/mm’ & IEH THRT, KEHMHEIPR
WAL, DMERHEERRPHEML T, RS
B2 28136/ mm° LT LTW2(K2). £&i1E{L
MRHME L 86% ASIEH T, 14% [CHREM 2RO B
BH1% Tt collagen pocket 25 R L T2 (K
3).

ABRg#EE (K 4) : K& Bk, P Y v HilE
Ik, yZa7vyr, MiEACE, VVF—2oLH, K
JEAEMTOFERERFBL O VIAL F—2 2L
LW L7, REEHRAOLHEME = 2 — a5 —,
HAMBEREIZOWT, MREROR R Sy
Vaf =y ZXEZHL, I0A2BHLY) L F=
vy 40mg w5 LzE 2B, BEDBEE, ik
BB R4 R L, BREMEEEL SO R
R EIGRER T 2ERIZEEICBR L, BEOKE
DEFEEEDLOAT, 12825 AR LA 7L
F= r¥h%I BEMERE (R4 TH, BIAM
AERVAT 1 55T 16mmHg D IMLEEKT TH b, #Ar
PARIME X8E L7, By AafRomb / v7 FL
) VIREIZEASL 010ng/ml, #237.# 0.29ng/ml 12
WEL, 125% ¥R 7 FIREEED IEE G &
Holz. LaL, T F=va 5% L —
7 A MEIWE 5mm THRETH - 72,

2 =

ABlE, RE9 g, WHRM Y CoEiER, A
RENER, HTHRERR, AREIRR BEAE,
FEEENUE, HURBARSEITE L W o 2SR R EIR
% ACE, UVF—4, y7u7) vEEzRo,
TRER 5 A e CHE R MR SRR & BRI & R,
o F—I X EBW L7z MRSENICE, TEEL
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F4 HEARRE (GRE)

REIL BT RRER [INTA #2153 25 55
fH (mmHg) 140/86 124/72 131/71 134/76
L% (/min) 50 56 55 54
JVTRLFY Y 0.10 - - 0.29

(IFE# 015~ 057 ng/ml)

LEM RR HEES 1.7%
HERT A b
1.25% ¥ 4% 719~

BB L

g5 KEMERELEo-F NV aL F— T AOWMEH

HEE FEH BN —o-unF-0s47 FFE AR PSFIE

Oh (1980)9 58 4 S/M HhRREE (+)
Nemni et al (1981)% 29 % S/M WRRREE + IigE (+)
Vital et al (1982)7 4% S E¥ (+)

40 % S Ll (+)
Galassi et al (1984)% 70 5% S/M R E (+)

54 5 S/M HMREE (+)
HFES (1984)9 755 S/M HhERREE + LB (+)
RS (1985)9 Ril-o Autonomic + S/M EH (+)
IR S (1986)0 53 & S/M IR E + FiEE (+)
Gainsborough et al (1991)10 74 % S/M R E (+)
Ly —F5 (1993)W 64 11 S FEHAH (=)
EHS (1993)12 58 % S/M EREEE + BB (+), Mm&E%
AKS (1996)19 67 &£ S B (=)
Campello et al (1997)14 60 % S/M A (+)
Said et al (2002)1 51 & S izt (+), mEx

238 S EREE + iR (+), mER

64 B GBS like il (=)

63 5 S/M HhREEE + R (+), MmE%E

26 5 S WA (=)

70 %L S H 8 (=)

83 & S/M Tl (=), m&E%

835 S i b (+), mE%

65 1t S Hi (+)

69 B S/M il (+), mME%

70 % M ik (+)
Heaney et al (2004)10 38 & S/M WMREE (+)
Dailey et al (2004)17 22 & S/M FEAIASEA (+)
Nakatani et al (2004)1® 70 & S/M R E + i (=)
Garg et al (2005)19 60 & S/M FEAEASER (+)
N 51 B Autonomic + S/M RREE (=), mEE

S ! sensory, M ! motor.

ENHEM O ZHME - BT, WF - FHRoRE
RE, WK OSEEE, REEBEKT &
YHRILE, ##, 4 Y RF Y20, T
a4 =Y R EZBHIL .

WREF LI F—Y ADHT, £HZ2—1
F =1L 7T~18% TdH % 2%, FIYMIREE 2RI L Tl
TR ERRBENRE T TIT o fmsCis A2
Ww,

AEITIE, BEESHOL R = 2 — a8 F —
BIUHEMREEZ DD, KDL 2EH
HHEMREEZELZDNIE, RELELEHET
X, BRSO 1BOATH -7z ((5)777. BES
DIEBNIE, FRRAERIZIER T, SRUEBRMEEDOLE
SREIRE LT, BEMREHHREREEEZ R LD
EERLTWAS. 2, AFuq FEEIIHETET
WCHARBERL T,

—E103—



104

AT, MEERT, ARREOMRENE, &
TR EOKTHRO bz, BEMEEERT
X0, SRR EIRARAME T & ORI AR EE
MRS T

PN F—2 A2 BVT B RN RER EORF &
LWL 22d 0, Hvasf FEHIC L 28
JEAERMAE RKIZ & HIEREECL R = 2 — 1 X
F— % RITHREMY?, T V- NL —FEBEERRO
SEMMMBER DD, £5= 2 — 13 F— T3,
ZNUAMIIRE & TR WREZEREETE R R
FETHK 3 2 MR I & D AR OB R &
RO DA K- T RS Z 2 51 5.

Hoitsma 5™, V3 f F—Y R8BI 3
small fiber neuropathy A% HEMAREEIZE/RL, O
REMIERCIRER OB EL KT OTE LW L
LTw5b,

F7z, ABNE, EEERBEREZ RO, v —7 2R
b, AAFAL, WEERRY VT 7T A TR
PETLTEY, siccalifEHAEL Tz, TR
&EF T apple tree appearance Z F.8 727280, ¥z —
TV IEBEBEOAMERES2DS, IS F—T R
TIRRFEOHE T, RRANOREISER D 3~6%
2D SN, KBITIE, NERPRERTOY ¥ 735k
RHEPTCEETH DY, B SS-A Bk, Hi SSB ik
ek, Ga ¥ v F 77 A THEIE T, FRICHER
BERDI2D, P af F—3 RI2 X 5 sicca FEME
BLEZoHNM.

¥

T ETHRILEZIICO LT 54 0 BHEM
REELZEL, A704 FPERLLYVIL F—
VAOKR 1 BIERE L v a S F—Y A,
FRIRREREE L RO 256, BEMRERZED
THRREPERECTH S L Bbh:.
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