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Wi - RN 2 — 27 L VEBERE (Sjogren’s syndrome, SS) 1E 18 PEME IR 95 & 2 £ K 2%
*EMETLIHCRERETH S, NEBEREFSHEICB W CEEERERERE %%, 5%
TYFI b —=FRACRSEHELRERTH L Z LWL EIN. NETIIHR OO %
BT HABERTIE R, RN IERTZZ T 2005 v, 40, HEAGII I EE X725
BEOEGERIEREIOIE LR EOIERZED LS, KU D7z 0k 37 M 50k
(Orthostatic Dysregulation, OD) & ZWi XN Tz SS D 1 B2 RE L - THIE T 5. SEp)
14, 12REICO F W E RN R RO IMKT 2 HE L7720 % 2812 OD L2k
N7z, ZOHIHENLEBIEL R, BEEOBHEE - ik TOD &3 Twi. 14
WP e, Mai, B, PESEREZ EIRCHEICARL, 7TV LVF—EERBHOFENTT L R
=vnur (PSL) o¥fhztms . LaL, ERGEEST, SRRITEIMNb - 727204
FHIHRAI & e o 72, PUBEPUR, 3L SS-A/Ro $itfk, BT SS-B/La Huikhskutk, 7 25k & s/
M AR A AR AS SS DS L 2 G 72 L, JE3EME SS 2 Wr L7z, PSL & #ik A1k L NSAIDs @
Wk % BdG L7225, IKIESB X OSBRSS HEE L. 20k, AEFR PSL ONk%E /5
B9 5 LIEIRD T Y b a— VS 5 727280, SR iEE 2 5 L. BIfEIZ PSL, v~
T 2R v, BREFRONIRE A LIETCTH 5. BEIESCIEKAH OISR B IE 1 & ORER
D RIRER T, BIERD R E D SSOWRENEZEE L, METLLENERH L L% 2
57z,

X—"T7—=NK: =7V VREGRE, ESEREEEE, Helicobacter pylori

&

il

L (WA

Erythematosus, SLE) ICIR CHETH 5 2 & A3
A, HEAEGIC R Z 2723 /RED

FFEM Y = — 7V VREBERE (Sjogren’s syndrome,
SS) (1B VEME R L AR FRE L,
¥ HCIEO MBI E y 7a 7)) VIE % K §
HEe®REREDO—DOTH5H. AHRFEIE 10 HAY
720 # 15 AT, Bzl 137 THEANIC L
2%\, BHROOEBERZ I Lo & L2/ i
Er LCHRA L ENBTOMmTIE R L, FRIFRWY
BIERTZZ TP LZVERESNR TS,
2010 4R IAT DTN RIBE A T, SS I3
VRIS B %5 (Juvenile Idiopathic Arthritis,
JIA), &85> 5~ F—7 X (Systemic Lupus

EHBRR, AET A5, VR TEE, DFn
HhEOLELRIIRE RS, BRoOMEECENMICH
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OD) ¢3W SN TSSO 1BlZREEHELIZDT
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PO THROGIKTEHRELZZE2# R L7225
NIRRT AVEE, BIRAE R OB EE -
fiiik T OD LB STz, 20XX 4E 2 H 788k,
MaH:, BEJE, TSR E FFRICHTEIC AR L2, I
WA CHIMERK A, CRP L&, FRILERIL Bk
DILHE L PIEYIUR O R E A (1,280 Ry, BEACY)
(£1) @D/ BEHEE CT MAETIZEF IR
Dleholz. TUVF—ERKOBENTTL F=
v'a v (PSL) 60 mg/ H D4 HH%5- 255G S IUiE
PRIZHER 212 L7z, PSL 30 mg/ H D PIAR %
B LaBBE L7245, sk, BRI, I\, EHEH»H
WINPT TOEE L &Rk 4 R fE KA R I 3R
L7z #n2s 0XX4E3H) L, KBiE
HIYCTAREL 72

BEAEIEE @ 125%, HOG@EBUE.

ABERFBIE - /KE 453 kg (—06SD), &% 1610 cm
(+ 08SD), ki 37.1°C, WR#d 120 m1/55, W-We %L

24 [a/%y, IMUF 102/56 mmHg.

ARMGAS I 7 U - wolze L, DIENES 2 L,
R NHIERZ L, B FREmEd, ks
W, O B MR L, BEES SEH oWk, BFRE
7L, FHRUCHEREBERE, RIS - Mgkl 3k,
KO TEIE D5 LALBER L .

MeAEA AL

Mg (£2) 5 M, AP R
NEBREHR2ABD Lo 72, MIEFHIRET, it
1Pk 320 5 (BEACR ), PLSS-A/Ro PLik, i
SS-B/Ladifhk (X7 vu=—ik) HEhEh4fise
Btk CTh otz T2 <A 375 X<hifk (PA )
A3 320 i & Wil 72 o 72,

FUS /MR ZE A (10 1) 5 M 4 mm? & 72 1) &
BRI 50 i PL_E o AL ERIZIE  (focus) A% 1 MDA
k&b, BEOMEOZEMRIELZ RO

LT AL 5 WERE AW 7 ml/10 4 (IEH M =

1 HIEE AR MR AT b

<SuiE - B >

me
WBC 5,200 /ul
Neutro 77.3%
Lympho 16.5%
Mono 58 %
RBC 497 X 10*/ul
Hb 14.2 g/dl
Ht 40.6 %
Plt 18.1 x 10'/ul
HE{EZF
TP 9 g/dl
Alb 44 g/dl
AST 26 U/1
ALT 17 U/
LDH 233 U/1
CK 23 U/1
Amy 92 U/1
BUN 104 mg/dl
Cre 0.7 mg/dl
Na 139 mEq/1
K 4.3 mEq/1
Cl 102 mEq/1
CRP 1.38 mg/dl
1k 43 mm/60 min

IgG 1,319 mg/dl

IgM 138 mg/dl

IgA 173 mg/dl

CH50 60.9 U/ml

C3 130 mg/dl

C4 38 mg/dl

C-ANCA < 1.0 U/ml

P-ANCA <10 U/ml

SR INEN 1,280 fi%
Speckled pattern

L SS-A/Ro Hifk* 4 %

Pt SS-B/La Pufh* 4 £

Pt ds-DNA Hifk <10 f%

Pt sm s <115

Pt Jo-1 Bk <1f%

Pt RNP ik <1f%

$L Scl-70 <15

PoA VT A) € U bk <8 U/ml

<JEGE >

~A a7 A=fifk (PA) 320 fi%

EBNA (FA) HEAHE

VCA-IgM <10 f%

VCA-IgG 30 5

ASO < 10 IU/ml

*Fryu=——ik



Y — 7L IEBEREO 16

# 2 ABERpI g RAT T R

mH Amy 124 U/ C-ANCA < 1.0 U/ml
WBC 8,900 /ul T-Chol 291 mg/dl P-ANCA <10 U/ml
Seg 75.0 % TG 307 mg/dl AT 320 %
Stab 4.0 % BUN 13 mg/dl Speckled pattern
Lympho 18.0 % Cre 0.48 mg/dl i SS-A/Ro Hifk* 4 £
Mono 3.0 % Na 142 mEq/1 Pi SS-B/La Hifk* 4 £
RBC 450 X 10* /ul K 38 mEq/1 Pl ds-DNA Hifk <10 £%
Hb 126 g/dl Cl 105 mEq/1 Pt sm Pk <1Ff
Ht 386 % CRP < 0.03 mg/dl Pt CCP itk 0.8 U/ml
Plt 21.8 X 10" /ul Tuphvy vh=v 0.02 ng/ml MMP-3 fitfk 34.0 mg/ml
Ik 15 mm/60 min ¥ Jo-1 HiAk <1tz
E o= Tz)F ¥ 13 ng/ml 1 RNP Hifk <1
TP 6.9 g/dl <GP - BIEE > BT Scl-70 <1Ff
Alb 41 g/dl IgG 1,039 mg/dl Poaov Y ) ¥ rpifk <8 U/ml
AST 15U/1 IgM 174 mg/dl V< FRHT 4 U/ml
ALT 16 U/1 IgA 181 mg/dl <JEGLIE >
LDH 178 U/1 IgE 47 1TU/ml ~ A4 375Xtk (PA) 320 %
CK 14 U/1 CH50 49 U/ml QFT Fek
CK-MB 16 U/1 C3 124 mg/dl EBNA (FA) <10 f&
ALP 217U0/1 C4 22 mg/dl EBNA-EBV IgG - IgM (=)
y-GTP 270/1 B2-MG 1 mg/1 ASO 4 1U/ml
o yuom—

L)
1 /N R AR

Focus % 4 mm? |2 1 8 LL 1520, FPOBRE: OB ESBREICA LN,

(Hematoxylin-Eosin 3eft, A : %% 10 %, B : X% 40 1%)

10 ml/10 43). (B0mg/ H) &, UBeAFEAH S 7 HE Wik L
WERAR Y Y F 7T 7 4 BEERR L. 7275, 5 DR ORI RO o 72,
YV —F A+ A 6mm/545, 11 mm/5 5 1999 4EDJE A4 SS YETH WAL HEY o CUE /N
(E®ME © > 5mm/5 43). A #eET L, BT SS-A/Ro $Lk, $T SS-B/La Puik s
HE T B R BARTE 8 4 TR RN S 22 D Wtk 2 HH 23572 L, Mo BERO G IS ER
Al (Btk). Tholz72®, I SS &2 L7, NSAIDs (+

ABEteft# (K2) @ wiE2» Hfk#t L Tz PSL  7u¥t ) OoWNIk%FGHEICABES 30 9% H IR
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7L F=vur (PSL),

Bel 7z, BEER 1 EB#ZD HIR4 ITBEKE TR 5
9 hY, Vb 5ARE OD I FERAHEE
L7272 ABEL 72

FIEH] (7 AV = 5) OPFIRE R L72205%0 %
&% <, PSL 20mg/ H& @M L7z & 2 AIERDL
FAR RO, PSL 15 mg/ HIZHEH IZ5 R IER B
TESFHEMI L 72729, V') ¥ v (MZR)
150 mg/ HOWRZEBML 72, F72, MFEPELEA
T 7 F w0, NLMESEOMH 2 G L7z .
A, WRELHETOHBEROEENRALNT. L
2L, MR A EARDS X, AREAHAEN 72 -
7eie, MAH T REEALE NS A & 1T L
7o, BB T, ZEMUEE RO ELZED, SHITR
IR T A MRk, MR Helicobacter pylori (H.
pylori) PUREGE X V), Hpylori IEYE & 21 L 72,
—KBHW (79)Au~wAL vy, TYEYY Y, TO
MRV TAL Y Y =) RRMALIZE A, BHED
Z23 LIHALZHE DR IZIE I L7228, PR SRR BE IR,
i i&Ze &3 Fb L7z, 512, TR - IR
DZHbIEYREDMbolzlzd, MZR 6V 70 A
A1) ¥ (CyA) 200mg/ HOWIRICEEL/2& 2 5,
SERIZEP L 72, BIfE CyA 200 mg/ H, PSL 10 mg/

~

~
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Iy (MZR), ¥ 7 axEY ¥ (CyA).

H, AEAOWIRZ B LT CTH %.
£ =

NRBERESRATHRE SN X512, NED
SS IFIEAF B e SEIR THAET B BIDZ W2 A
BIClE, HEAGICEELY & 72T REOLE G BEE
RRBRRIBORE, TR ELELEREZEL
TWeAs, BEWZ SEEbNT, HEROERERE
TEMIZHA) OD LB s Twiz SS otk
JEIRTH 5 BR OO o 72720, Kz 8
NhhrolzbEZzons.

Vg ABEE TORET, NIIMER O ClE T 28
B ol e, AN B ZIRRE RS DLURG 2
LholtdbDEEZ LN X512, [VE/NERR;
AERTIZEE DY ¥/ BRO BRI 2 TR
DEMERHE RO b, RS 2 RAEN
HolzZ LEAIRBENTY.

BIEGI DOZWitE, /NB SS WO TH & (£ 3)°
WARFEIN, TOFLEITHEH &, MRt T—
 (IiE) A7 9 (Pukkdifk 3, Pt SS-A/Ro i
R F 72130 SS-B/La fivdk : 6), MEHIRA 27 3 (1
BN R AR ¢ 2, MR W EOWE, H AT A



=7 L VREBERED 1)

#£ 3 AEMY =27V VERERSHOTE] X
1 Mgt 7r—% @rHU oM cREZMZTHAAY Y T 5)
At a7
IgG f# EROILHENE D 975 78—t ¥ & L VL E* 1
TR ERTIRE 40 f5~ 80 fi5 1
160 £5 2
320 5L 1 3
)< FHT 150 U/1 DLk 3
L SS-A/Ro Hifk % 7213 . - " _—
b SS B etk rLe +7yu=—ikz 1, ELISA BEEEY L 6
*HARNNEOFERM A (HARSREATS ) 1255
2 VoA R
A, R
T FHife 237
HNRE 2RO BHS, TH—H A ]
L TUE /NG A (AP 50 fil DL L o> B kiR o) < 148 /4 mm?
T =N A% 4Amm? IZ 1M EA LD S 2
2. ¥y 7urs74* Rubin-Holt 4378 ® stage = 1 2
e s o e e 4 KMEE RO W N —DLL ICH) SAARKTF
3. MRS Y F ST T 4 3 7O T B ) 1
VIV TANS20g/20F 2%
4. TSy O LI S < 1.5 ml/15 45 1
I3 LT A=< 10m /10 43
ik, REBIOMRI Y TOY 574 DWTFRTD L.
P L, BT 2 aTE AT N LA
B.
fAs & JL e 237
VNV —F AP 5mm/5 0 oa— ARV IV T A T van Bijsterveld score = 3 2
IV —F A b= 5mm/5 50wkt KRR TR 2
ACR A7 (ML - i getn)* = 3 2

*ACRZ A7) TTRHINTVE Y H I V7)) —Vid, HATIEE 7ZRBEEIG 2% .

(XCHR5) X D5IH)

F:i1) &4y, MiEATT 6LE, 2OMERIR A
a7 2P EoRL#E %72 L, Definite SS & g€ &
N7z, 2512, FFEFIETEFLN [SS 2R
THBELHRH] Tk, REPBEFEICHLZZYHRELT
WRBRRIERHIO ZbIXY), KE (F) 208
BIEE AR L.

ek, OtRLEmE, TIENES, BEE S, §i
R O ML AR AT C F L ER KA R P Pu ik Bt (1)
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#RD2Z 05 SLE DAL EE L7722, i ds-
DNA $itfk, HLRNP Hifk, $LSmPtko v b

BETH ) G0 EE L £, B
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RROWERIIED VR L7, T, Vo~
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EDPSJIAZLEYA A A UAEEIL S N RTE
BRI SN R h o 7.

T 72, WIEZZEICA S NIEE, WEH:, s,
RSB, My CRP SR Lk, ~f 379X~
JEYEE LCHHM LS. ~ A 275 <Pkl
Z PAET320 5 & H—IliE T~ 4 275 A< &
KEDFSWIEHE &2 i 72 L, B ICPURGIE 640 f5 % T 1
HLU72H% YPEABERE 320 51K T LTz, i
ETHBENZ A 70FY Y UHPERTH - 720
BRI E TE WA, HH#THOIERIIRR L
TWhld, ¥4 37T AEGIEDARTTRTD
BMEHHT LI LIETER V. v/ 37T AV
BeEZ PR L, SSIHERMEORKIIZ 7228
Z 2 HN7zs, WME LR Y WE OB
MERZWV. LHL, ¥4 37T A< ERIEW
WY T MO T 2@fE sh s, He
IR BOGHRWIEICH L LR H 5. &
512, ARBITIE Hpylori BIIEDEPERDH 0, %
ReIERD— R & 72 720 FetEDsH 5. BRIICL D
HALZFER B L, AR oATF O F 1T L.
SREHERPLETSSICL Db EMERET, H
pylori TEHHE R EAPTE LR T WO BT 25T
5T EWREREEZ SN Hpylori BEYHE I,
H MALT Y ¥ SO REN 2 KO —D27 7275,
SSHEETMALT ) YN lXELIEFT XY &
NIEDFREA 16 ~ 18512 % L SN TWw 589,
SS & H.pylori JEGHREAT & 2O B EME 2 H 5 2 &
PR EINED, —EORMFIH/ONTELT, €
DO LW S>> TnARWn,

AIEFITIE, VHELHARDTVWARYE, OD &L
THIGE L WEERDIEHNIZ, OD OFERTIZFPIA
DM VEIEREID EN D - 72. /IRESS TiE,
FERE R ZAEIRA S  BEBMIERD D T W 2 & % &0
B, RICBcE CwAEEY S 5.
72, ADEFEYESS Tld Ml N L ik L THE
WS EFOIMEIR N E ENTB Y, RAEF TR
DB L HARBIED SSICEI b LEZS
N5, T/, BAOEIMSS BHD 54.6% 12 HA
REIRZ 2D B L ¥ nTBY, /WMESSBET
DFIBRICERICAON D WREEDH 5. REHF D X
IS, BEIEDS LR CHIBER % 203 0D &2k
ENTWVBIEERTIE, SSRZDMDBIE % 7R I%E
FTRRB LI ERRSBETLILENH L LE
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z7e.
AIEBITIIETFIC T2 & 729 i PBRIMEIR % 32
D220, HWELTATOA A, SEskHK %
B L7-. BEEES IR OFLI OB S FICHE
KEIR 2 $8HE12 PSL, MZR, CyA O HEZ#% L T
Wh. R IRT X ) 2 MTARAS AT R 2 & DR EIN
RIBEEDS R WO YT I W EECH 5 A, BIRERL
TITHEAGEREZHATI Y Po— )V TETW»
. 351, A7uAf Nl SREEHFIC X 04
WIRHLRE ORI - SRMEIL 25BN C & 2 W REMEAVRIE
ENTEH?, IS 2B ENA SN
<&y, BHIMCHVmsilik % hES 2 BT s
TLUENRH L EEZT. LHrL, TORFEITA
T U4 FRIO® L HEDIE, SeEinsE o
XD ERDBDH L ENREINTEY, KIEHF
D X )T % Z R TR S AR TR 03 R
WS BICEEAET L. 4%, HVE/NERRAERD
{77 &, WEOBALZ W2 5 LEN D 5 L[k
2, BER 2 R/NRICHIZ A Z ENEHETH 5.
EWIChb7-0) OD Lzlish, BhE3hsZ e
oo 72 JESEVE SS OIER] # REBR L7z, OD JEIR &
LCoOBRETEL, FHNAHOREREE R ED
SER 2D B RERI TR, BAERZ B 2L TH
SSOWHREMEEZER L, KT 2LEMENHELE
b7,

FZSHER
VB U BR$ N S MARAH B 7 v
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PRIMARY SJOGREN'S SYNDROME MISDIAGNOSED AS
ORTHOSTATIC DYSREGULATION : A CASE REPORT

Naoko OKAMOTO, Yoshihisa OKAMOTO, Takuya ISHIKAWA,
Yuta ONUKI, Rei OGAWA, Masahiko KODAMA,
Tsuneki WATANABE, Takahiro NISHIOKA, Hirokazu IKEDA
and Keiichi ISOYAMA

Department of Pediatrics, Showa University Fujigaoka Hospital

Abstract —— Sjogren’s syndrome (SS) is an autoimmune disease characterized by chronic
sialadenitis and keratitis sicca. An epidemiological study of collagen vascular diseases in children has
revealed SS to be one of the most common diseases after juvenile idiopathic arthritis and systemic lupus
erythematosus. Typically, patients with nonspecific symptoms exhibit varying degrees of systemic
involvement from the rare feeling of dryness in children with SS. Here, we report the case of a 14-year-
old girl who was misdiagnosed with orthostatic dysregulation in several affiliations irrespective of the
presence of repeated systemic fatigue as she experienced dizziness and muscle weakness in both feet
since the age of 12 years. She presented to another hospital with a fever, vomiting, abdominal pain, and
purpura of the feet. Despite initiating treatment with prednisolone (PSL) because of suspected immune
thrombocytopenia, she exhibited no improvement in her symptoms. She was referred to our hospital for
further examination. Upon admission, we examined her symptoms and deduced examination findings;
antinuclear antibody, anti SS-A/Ro and anti SS-B/La antibodies, gum test, and labial salivary gland biopsy
satisfied the diagnostic criteria of SS. While she received NSAIDs after PSL was tapered off, her
hypotension and fatigue worsened. It was difficult to control her symptoms even after vasopressor and
PSL were restarted; thus, immunosuppressive agents were initiated. She was treated with a combination
of PSL, cyclosporine, and vasopressor. Thus, it is imperative to conduct further examinations considering
the possibility of SS in patients with repeated fatigues, fevers, and rashes without specific causes.

Key words: Sjogren’s syndrome, orthostatic dysregulation, Helicobacter pylor:
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