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B s S Bx D WHE LR FE D 72 b D
VT b ==V TR OISR & R

BlaEFIED B RN

HB 55585 5 ICBEHIN T LB EE L7 F L —= v FHED LR & @32 BE 2 LT,
THCD LD 2394 DIGHEDRH D £ LT, THHZWIEETICHINE ) TIVE LT,

CAHLREDZH D £ L70, ERFHR (office@jsn.orjp) FTIHEE N I W,

ZEE  SHH—

L7 b L—= v R OERIE, BRlaLD

e GEKBERE, HEEE, HouAR, ANz, BOer hE ok
MH—%, SHERX, W I\, ZEAE, AR, MHES

IEB% & BRER
FEFI 1

59mNEE., BERIREAERIHVHUFZ, 1FRINOSRBRIESHY, 2 BRINOREHNTELR
<Kol SHAEINOEZEBHEERI’EIVTID,

B{&FrR : B4 : 78R, &8 : 36.6°C, HkiA : 60[E)/4%, MFE : 102/56 mmHg, MEIREIEL : 12[E/4,
B ZBIME © 97% (room air), EEBZRLEDHY.

FRAEMZRE : U-Na 134 mEq/L, U-K 45.6 mEg/L, U-Cl 111 mEg/L

E£{LZRE:Na 111 mEqg/L, K 4.3 mEq/L, Cl 79 mEq/L, MM3EZREE 214 mOsm/kgH0, REZEE
512 mOsm/kgH=0

FIEE1 ABIOEFT PUDLMEDFERE LTHEMOSHEDIZEND, 2DEN,
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e. my 7 a7y VIMEE
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B
& bV 7 AME TIRINERER, WREHRE, Kb VY ARE, REROFHEiOMAGHE
WX DBEXZOEAZHDAHETH 5, REFOFRHHIE, FHiEkPEE 2 A ) (K NaliE, /RFNa 134
mEq/LCH D Himriad & U CTiEf8.0g/LIcHHYS L T3 2 &, IREEENMENZEH =512/214=2.4 T
HY, WBRHHEINTWE 2 LiE, EAETADHAMEML T2 I L Z2RRLTw 5, Kf#ETI
JRIZZETE IR T %, BRE T, MEREES EART S, Sy Zu 7)) VIETiE, I - KR
BEHICZAIE v, LED 2 E225, SIADH EEIBAEHREME L L CHE &5, AHITIZERET
HPHREBD L H D FEHEERBEARB D> L BFEZ SN S DSIADH & K S PIZRAME L % 5,
SIADH % % 2 5 BRI IR A 22 #E0igWc LiF 5 2 L @EETH 5, BIEFHIRAETEA Y 7 4
MAE%E 5925 DIk 64%FEETH % (Clinical manifestations of adrenal insufficiency in adults, UpToDate ),
(AR L)

RIEE2 SABEICHI-UERITNREZLIFEND. 1 DEX,
a. HHPURBEMRIZ X 2 & Na D LA
b. AHURPEIIC X 2 175 Na DK T
c. ermREEMIZ X 5 IiE Na D 54
d. IEMERPEIZ X 2 IM7E Na DT
e. B X 2 IMiENa DT

B

BRI K DR B Y T AMESZORICEE T 2R L L CRIBA 22 H 5, HIEFARTIIHE 2
VT a4 FAJRD 72 912 corticotropin releasing hormone (CRH) D NN £\ > ADH 73 b3 JUiE LK S T+
U AMNE E 2> T b, FREBERBEARTIEITVEATO Y 3BT LT 25 7 o FfKE
&S ADHTMDSTUET 2N & 72 %, BIHaVF a4 F2£&59 % 2 LI X ) EE7Z ADHOD
TR L, HRIEEIE T 2 T 2 HEIC IR EOMIEIC X ) ADH N2 Z 5, ADH
GIBENEI D 7 O AHURPEM DG L 20R 2 MIENaD LR Z Z /292 Lickh b, SAmEIC X 2R
BEEBBEIEERE D RE SN TV A DRT (Na+K) IRED L IFREZEEZHBENCHIE L, i
WOFETPCHRHINY TV v OREBREL Db H 5, (FBAKBEEH)

filid IR d OFEdEDY TR L 95XREETAD, HIRKIES AT TER, EhoTED, #Rc LU FEIIR
S>TCLFWE LA, BEPVALLET,

FE®HI 2

20D BM, EICHKEL, BYMOTEHEICHE DTV BFTEA’EOTEEICHE DTV, 48
BFRARICHRE I N, BiF, YITE, RBOREIILL, EBREICIIBBELE,I D=, 2H
#HhSRERY, BEBERISBIRLEED, HEANAKRICEELT-
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BE3 RETLRIIAREEMISELEDIEEND, 1DEN,
a. Na
b. K
c. Cl
d. Ca
e. HCOs;

B

R4 EZWSDIBEELLTRYEBEDEIEND, 1DENX,
a. Coombs it 714
b. N7 M7 BEVIKT
c. IA/ury iR
d. IfiEAiAGEE T
e. HPEREN; LR

% B

ESATHE D CrushEMERETA U 2 RSO BUELE 1%, ERRICH 2 28I X 2 Ti%z £ ol
LIS NI @R O FIET 5, SR BIZETT, IMERL W0, BREICA L NPTV, iR
DFEMBICHMEECE L2347 ut Yy, A7 LABEHICHIUAAR, BEEL2EZT, &hY
7 LMAEIEAEIROEE E 22D, wbwd “ElF S 417251 preventable death” % Ffi {72 12 bR
D TH B, (FHHE)

BEDEM, BRRBEEHRICEZ L. 1FRIORREH CHNH TERAREERINI-IHE. $£
<HWHIDOHEBRBI’FRTDEHEEZFZ LESEANEEEOAREZERSI NI -HER
ARANkES =,

B{&FRR : BR 156 cm, 158 46.0 kg, 1438 36.6 'C, Ak 74 /43, MIE 136/74 mmHg.

FRI&ZE : lR&EH 4.5 g/gCr, JE1(-).

Mm#F&EE : WBC 5,000/ u L, RBC 433 %5/ L, Hb 13.3g/dL, Ht 40.8%, MM/\#&26.3 F3/u L.

£Z#EE : TP5.19/dL, Alb2.6g/dL, BUN8.5mg/dL, Cr0.61 mg/dL, R # 5.3 mg/dL, AST21U/L,
ALT11U/L, y GTP12U/L, ALP 177 U/L, LDH 220U/L, Na139mEq/L, K4.3mEq/L,
Cl106 mEg/L, Ca 9.4 mg/dL, P 3.5 mg/dL, k free light chain 90.3 mg/L, A free light chain
10.1 mg/L
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a. DEX
b. Bz

c. Gavv¥

d. Lra—E

e. _REBWHIAE NS

® B

1421

AFEGNIEARDBEERTH D, MF k8 903 mg/L, A# 101 mg/LTH Y, «k#HBHS I EF
LT3 ZED 6, paraprotein BHE (light chain nephropathy & %\ 2 7 S v A FEHEZR £)Dnlag:ds
VY, ZRMEEHEAFOERZEN T 208035 D, BHFEHREII AR THS, £/, ALT
SuA F—YRADE#EF v 7T 57012, DEX, La—EE, EEHEENEERE DL
WIChk2, Gav v i, BB Y FH20RERIESVFELTHAIINTVSA, 7Ivf F—

ATIEEEIE R,

RIfE6 BAERIER (CBEHEREBEEBEMR) 259

BYUGABERIEND, 2DEN,
TYVEY

/A= DN

AT aA RV AL

H CAH IR A Ha A% A

e. AN77Iv+ Lo DT S
PP R | e RS

a6 oo

# B

(BRNAED)

B AEMEADNCHHHERMA T, X9 v X7 A5 80 6 NE T THH—OWEE L Tw 5,
HIATIE, HAOENHMHEEERAS NS, DLEORFTEIE, 7 Ia4 FEREZRRT 253, &k
M2 1%, Congored A THMETHIUIHEE TS &I, ALT I A F—= ZDIHFEE L T3,
ZRNEFHIEIHEC 72 AV 7 7 7V + T X X9V VEIEM-Dex %), H CARM st A 2
EWb 3, mok, HREEHECHESEOE T T A Y —LAHERTHIRLT Y I 72U L

72B-M-D¥EEDH 508, ZHUFALT I 04 F—2 RIcxf L <RI THh %,

(BER/INAED)
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iR 4

22BmDBEM, 6mMOEIVMREERHENTIVE, 2EBXVEBRZ#E DL DICHEY, 19FEIC
ISEREEREEAIER SN RERY /N (2+), REM (3+), MBI L 7FZ2I131.9 mg/dL,
ERBERICCERIIBEZERL LI ELEIROEDL O, BERIET, HFEME
#Y(Z {3 minor glomerular abnormalities Td '), FRMEMEICEL/EINEMRITLH Do
gEREIOT) UESUHBOEALEBIIINTEUETH DI,
BHEERICRT,

BE7 RLEBAPTVERIEIEND,

a. FabryJs

b. Mikulicz

c. Alporthi-fft

d.  FEEELEIELN

e. Goodpasture iEfFERE

....................................................................................................................

AIER OF L, INRIHFIE DR &, KEBIET T 2 BRI b 5, BHOBIAG (F
) i3, HEKKEOIEHL 7280 LR L 72ifa s onsg, micf (HX) <, REKRO%
JELL T3S 5, DLEDOTRIL, AlporthEE#FICAEL TV 5, FabryfiTld, LEZAEA
|2 Zebra body 2B S 2, JEVESLIEEN T, [EHE & IEEIL L 72 SR BEONRAE T 253, LK
DEREIE RV ESINTW %, MikuliczHi 1k, MEWRIRIEIR 2 & 72 T IgG4B T ETH D,
Goodpasture FEfRHETIE, PLGBMPUAIC X 2 EAREREBR L% 5,

(EIuHEE, HREEZ, PR
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B8 BEDHBRLRRECEEZEMINT I D, BRORBEREZHIVEIS -7 a 28
BEMIVEOAS -T2 o sHMBTEHANRBEZEITLLLEIC, EOLSLHERICEDLET
AEhdh. 128N,

a2 ab
o Bt et
b Kt B
. Bt et
0 B st
. Bt IR

B

Alport (ASYEMEREIX, VIO 5 —7 ¥ aHOBIEFRFICL>THEL 5, 1AD 25— V113,
3ARD a S AMGEZER L T3, afiZeMEAEL, TEI2A+HHEIADAaAEDLYE
MHEREL D, a 1#HE a 28035 135 0F B2, a3 ad4d3HE 25004 Bz, as5#E a6
Xtk BICHEET 5, EEEToET % L, B (male-X linked AS:mXLAS), &M (female-X
linked AS: fXLAS), #4¢ta{A (autosomal ressisive AS: ARAS, autosomal dominant AS: ADAS) 2531}
S5NTW3, 2FOFKEIZ, EANIC o 18 E a 2B i THRI N TS, X512, KRERIEILKHE
(GBM) %, a3#H, a4, aS#HIrSRED, R vERERBEIZ o 18#HE a 28§ TTE TS
ZLoTWws, REHEERIZ, oSt a 6B THRINTWS, a28F, KEORER, v~
VEILRHE, XY X AECBIEICREI NG, —H, as5#E, SREREILEE & R ICEE
LTw3,

DD Z o, BEEOEERZ HEERRYT o 28 PR L Pla SHEPIEEZ VWA 2 EICL > T, @
SHOAERRZ MR TE, Alport/ EEHOZWICHHTH 5, mXLAS TlE, a28HICIZBEI LW
DT, REOREEBRIZGEICROINDED, asHEIE(HFEELZVDT, Bk, —7,
fXLAS Tld, RITHRD XFPOEICITRESDH D, BITHROXFOEIZIEETHD, s,
TYTLIGERINDG Z 06, BT LGN ES A ZIRICEET S22 LICk D,

(HnA%, FRHEEZ, PRI

ME9 FEFDBABEICHTEISLNEDIIEND. 2DEN,
a. HEBYHA
b.  FISEKA A
c. RIEHIE
d. iR
e. EEIHIE PEEETE

(EM:de )
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B2 SN
Alport iEBERED BAMRZE IS DT, M (R UEE MR EER) & IRAER (RN ZE, PSR
) DEHTH D, L LHIEOMHEX, 40%HiHETH D, I \» E W) 2 & T Alport iEERE
ZAET HRMICIZ R S v, e, BIEROBES, f10% LR LTHELZVOT, HkInT
W BIEFIDI% W T E DR I 11T\ % (Yao X, et al. Orphanet Journal of Rare Diseases 2012, 7:100)
ZOMDOEIHEE LT, VEAMEEEFEHEGDH 5, Lo L, RIEIERREE AL v,
(HLAHE, HREEZ, “FRf)

65mMNBM. WRHRBIEICKY EMBEAKSABDKE, MESHEK1FEEIC, BEEREL,
mEHAZHIZ900/60mmHgETIETL, IREEEI00E/HFELED. R4 DT A ME60.5
kg, REEMIT21 kgTHY, FWEFOMEIS 130/80mmHg, Ak#AIE90mmHg, &R IE
37.0CTHol. AL SMELLFHANELS, BMHIETL, ZEROMBEIZM (3.0~ 3.5Kg)
ICHEART, GREEMIFPEL, MEEEZER (140/90mmHg i) KUEH O=H, BRI
REISBEh Do FBRIEREZ100mMLYT D2EER LAY, YNFEHEAME IS 100 mmHgIEE £
TULHLLREY, BiRmMEEZENEIZ8%, BRITHEICEHSEZRBERDL. BEROE
T, MITEIRBIIRELTEHY, FIC100mmHgIEE Z TINMEIMEN BT I3H, &£
BERIEH100 MLOFWEETEEL TS, BEIIREBDREITE. BIBOBEXEL, (O
SpEEIE52%, DERTIIEEZERADFAREZRH TV,

BIZE10 ZODFBEHICHUTITONEREZ2DEN,
a. BAKBEERIS L, RINDIMEGEHTIRICBRKZ 8 0 Bd
b. RIMRAEELEZ L T, PEDRRKZITD
MABEFTREEICEE LT, TEDBAKEIT
d. RIFELEXZ LS
e. MM & MEA L EEBATHRET 2

o

(EME:de)
g

R OBITEE, & ICHEREEBE CREEOLHEEIOER T LENS D, TEIIREERD
BEELOBERFT A2 2K Th, BARICEIIRNEZ AT 2BEL L v, 72, TEIRICHE M
Do - BETYH, BITEARZ 1IFEUNICAWEERERE (ACS) Z2RIET 2864V, ZDhE
Bl &9z, REEMBE S ZWIZL22bo T, MEDSMBIKT 2RO A 121E, ACS %%
W, 1R2FFELERSHMERE, Ofi~—h— 22080535 5, b L WEAICIE, IRENT %
T L, DI a2 —RECIHEERGNRINDZZ 21T ) EDLDH 5,

(fEHZHE, g W, FE—F, SHER, FRH{)




il - BBRABEAS 1425

BE1 MREFRBEOOCMESHEICOVWTODEHDSIBE TS EDIEEND, 1 DEN,
DEMENCN T 2707 7 U VIEFIZPTINR<2.0 ICHERF T 2
PADCRIYEIIREE Y IC B\ Cld, BEBEET X D KRR ZE 234 \»

MG IS 35T, F8hE 24 IR DAL ERT 2 [MlikE§ 5

IR DIEEEIZE T, PCI (percutaneous coronary intervention) %%, CABG IZ <
O R THEMEINAEFRBRIFTH 5

e. DMESFRGE L, 5D BT EINE A XA OB ERE T H %

]

MEENT B 1S 81T % DINE A OFE O FHl L IGHICBIT 2404 F 24 vick b L, a DEMEIC
W BTN 7 7 ) SAERBIZEGS T RETIE R, Ak AW S 554121 PTINR<2.0 12
Fo22 ¥ FE LV (ELWEE)., b, PADCRMEIREEE)ICE WTIE, BBIHIDIT DKM THE
FEDAIKAIRZ %2 £E 5 BEEEDSE VA3, FEIRDIZ LW E %\ (ELWE#E), o MBmics v,
FIE 24 BRI AN ENT Z TR ETH 2 (IEL Wid#l), d Btk EBOREICE W T,
CABG %3PCI (percutaneous coronary intervention) 12 bR CEbgIHEFFRPRIFTH 5 (o 7id#) .
e. DITIEE 1, &M BATEmE GO MEREE LCiRA 2 (IELWit#).,

(TGHt2HE, MNE W, FH—, SHER, Ff)

e o T

12 MREFBETRIELDDAEBEIEND, 1 DENX,
a. B
b. CafPide
c. ¥X¥ Y AHH|
d. FERW 7L FRT 1 i
e. TVIF T vy v NRAEEKEETIER

® o
T FAT R EGERIGOEREZ SGE L ) 2 ERD S %03, RIKIIEE &\ ) HIfE 25 2 % &1
Mz R S Lz e, 2k, BRIV AT o ViR eTH 5,
(Rerielt, AvE Bk B2, SHEX, PRfH)

BRE13 AEFITIITIRIFY - XN—5%3,0008(/H B2EMETLTLEh', Hb8.2g/dLTH D,
COREOREAELT, RELEELNFSLWDIIEND,

PR ZIRAE

Y R E

JRBE RE TUHERE

Al HR R RE TGS

e. iz ) 2u Xz F o¥ifk

a0 o oB



1426 EIEEMEOWHERN R ED 2D XL 7 b L —= > FED MR & R

ESARERSISEICOWTORETH 5, HEE L TIRDL VDI, HHH 5 0 ITFEREIERK
ZIRRETH %, ESAEHEIGEDSROLON I EE1E, FTHORZOEHKEZ 7 A7 =V VMl
JE(TSAT) I 7 = V) F VIR CHER T %, TSAT 20% L N E L i 7 = U F » B 100 ng/mL B
TCIERRZ EHMT L, SiEZ2nT 5, SIRZDEE I AU JFE Kz #0135, FlHE
D dH LMK E LT, HiIfl - 2 GE(LE - 1R o oiethRil, ¥4 7 74 o), &I
PHE (EGWRE, 280E, HOMEERE, SO RIFRIREERE WELE, 7 2 =7 AhEiE, 6% -
Y I VBI2RZ), iEIMAREES (LFMEEHE (hoBEWEES), mER 0Aml, BE~t/unr
VIE), WABERETUENE, PLEPOYLIAD B, A+ %@ENr, RKRE, REFXORZ (ALv=Fv,
v¥3Ive, €% 3VE, Hlifh, i), ACEHFROKG L ENDH 5,

(TEHIRLE, NE B MHE—, SHEX, Fa{)
S - HABNTE S 2008 FEE K MBIER IR EEZ ICB T 3 BUEIMBRDOHT A F 54 ) BENEEE 2008;41:661-716.

ER) 6

R2mDOBM., BHEEEERIREBRICLIOIRPBEAZICTERENZRITL T\, SO, Bf%ZE
Fr—L<gomBR—HERBEBEEZFELTRN L O,

14 TEDSLEHERAHINEBERF—& L TERTEVLREFIIEND, 1 DBEX,
a. fEin 687K
b. HBsAb¥LiAFZM:

IMF  144/88 mmHg

d. REH1HE 200mg

e. BHEAE CCr 85 mL/43/1.73m?

o

(E:c )
I

FP—OBJULIEL LTT LAATAY LT 4 —7 WENEHEDRSH 2, 2Ohp oL %2 5%
FIZ L 72, 1 HIRE A REIX300mg/ H A, I 140/90mmHg Ajii, HBsAglZMETdH 2 RXETH 3 23,
HBsAbFZPEIZ 49 L S EERTIE % v, A IF 60/ TR THUIRTEZ WV, BIFERE X CCr 80 mL/
N3 BB E o TwWE, Lo T, bBEIEE L TRIERERS, TLAAT LY LT
d— 7 LERAEEZ LT L ORISR LY, FHlNICh 2REHEIFTE S LEb s,

(V8 (E—, SEEAE, PRI
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fIEE15 EBRIEDBIGHSIIThBLIEIY MOBRBREDKEE NS, 2DEN,
a. 65J%
b. BENTHE 254

HbAlc 6.8%

HBs L5 Ptk

e. DK 20%

& o

(E#:de)
iz B

KN B T 2 EEEFBELA F 74 TR, BBHEOBEIRCOWVTROFEMEIRINTn5, L
PEIVMELCEBMEAET 2EGNICHEE L 72K, ZORFZAAL TEADENH S, 1R
HEASEHETHL I L 28FBYHEN R VI & 3IEEMERFAS 2w & 4SS 2w 2
ETH 5, HBsHUEDMEDY A, BHEERICELT 28N 03H D BIEIZZERSTH 2, OIEREDME
TLTWwRREHITIE, BHEFMEESGERTH D BT RETH 5, OO SEER ICBETF %2
179 S EWEF L, FEmICBIL TE, Be0fE TIIBIEARETH 5, BERFEIH 52 L0837 ¢

WHEIRP I TNE 2 EE R\, BHTFEICE L TOEMBITEM NS LW Z i3k, 7L,
B O RIENT R E DR S22 T 283%, BHETMNERLE %2 X)) 526 ENRL W
CERMERTHNENRD B, (V8 ME—, SEEAEE, FER)

RIgE16 ZAFEFIE, RF—&EDVUNEBROIORYYFEEMTHY BBRIEDLEITS N,
SENFHEEEERDBEFETCELLEDIZEND, 2DEX,
IR YLAA — EHAK

a

b. VX =7 — THIlEREA

c. NPVUXve7 — BiEA

d. #7080V LA — IR EAEE R

e. a7 /)= ILBE7FN — ERBITE
(Ef:ad)

Bz R

FrmY LA, ¥raARY vEHIC, FAREDEORHISEMERAFEE RS S 2 %, T
0 Y A 213 mTORHFR CEMRIME, EHRZEIEH L L THISNTWV %, FLCD20HUATH S Y Y
¥ 7IEBMIEHAZR T, NP X2 TIRIL2ZERISN T 2 HilkBAITH 208, THKERE
REZIHT 2, VY EYTIE, MRBIIVEOHIIEM?S CMEINTED, FHICHEEZ KR
EZPE) ZEMeNnNTwg, —H, 227/ —IVBE7 = FVIE, BEIRBIEZ BLXE 28
B H L DPEELEEHMRE 1Z4 7%\, L2 L, inosine-5'-monophosohate dehydrogenase (IMPDH)
FHESECTdH % 72 %, hypoxanthine-guanine phosphoribosyltransferase (HGPRT) KiEfE (Lesch-NyhanfiE
E#E, Kelly-SeegmillerfiEfERE) D BEFICHH T 2 & SIRMBIEZ W E X 2 0811 2 0 TH4o
BHEEZ T LBREEINT VS, (78 fH—, SEEAE, PRH)
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RIRE17 BHENEERIVBHEEEDEL (1HBTGFRM30%ET) EEAR (3.2g/H) W HIELLSH,
Btak7 HhBBICBEBEZZ{T o, COBEDBHERSE, EAROERLE L TR EEMD
BhiolEND, 2DEN,

a. S

b. AHCE 2 6 DREA I

c. MEPEBETRMERERIRTE K D 6

d. Ay =a2—1 VHERIC X 2 B

e. [SPERMRIERIASE (Transplant glomerulopathy)

(EM:ce)
B

Bt O =S EE AR OEAZ W, B O EEEOIKIZER - BEDFIE, 1BMEBHRERMAE
(M2 PE4EK SO,  allograft nephropathy, transplant glomerulopathy)23% <, &2, HTHIFAE (de novo)Ef
R, FT—D00RBARBEREENEZ NS, SMEEMISP ALY =2 —) VIHEEOE
ECREARIIETOREL 25 2 LEMTH S, HEE DS DREARHNIIBMHATIC R 7 0 —¥
HThoThH, BHEIAHEETIHIHET 2 N6 NTw 2 (HEBEADIMFEAME T § 5
ZEDVIODOMEEINTVR3), (5 1E—, SEAE, PRI

53mMDB, 40MEELY, BRI CTRELZEMINTULVEIHEL TV, 50EL W SME,
REBZERINT, BEELASIWTLVEH, AEDPRIL TV, 31 BROERDZHE,
THROZEICT AR, BIEEICHSSEEELL, i et . ¥ "

IRGEIE, 154 cm, 68kg, MMFE189/100 mmHg, EAM, :
RIREER, KHE, THRRICZEDRY,

BREMR : REA4+), Ri#Mm(+), Alb 2.2 g/dL, Cr 1.8mg/dL,

T-Chole 350 mg/dL, Z2RERFmiE 306 mg/dL
AR 3 HBICHET L - BE KBRS (PASEB)ZRT,

RRE18 BAMMIETIIIgGHIEFEMIClinearlZRBEIN/-, BEHHFELTRYULEDIIEND,
a. o H1k
b. bR R DIH R
c. WEZT @D dense deposit DFELE
d. EEZT O dense deposit DFELE
e. /N7 XY X7 LD dense deposit DAL
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B R

AREGI DB AR, X3 X LAMEOEMIIEEAERL, XY X o L FE o8 & K
MWIREDB R TH 5, MERET, MAEE306mg/dLTH D, =7 v —YREMEHE 2 L 72 BRI EE
DOABEMEDY IR b E,

FBOCPARE CIFRFRINIGGILE B H D, TNSEHT A TH 5, BRIWEIETIX, KK
NEJE X H % %3, dense deposit 1 —MEMITIZFATE L 2\, F 7, BEHSEMAMER R & 138420, o &
ftbzv, 270—XiERHETAL NS LM ZEEDHEEIELID I 5,

(afras, PR, PFRIf)

BIRE19 ABELLTERHLLDIFEND, 208N,
a. IMUEZENT
b. EAER

AR oL

d. W—T7HIRFEDHE.

e. BRIBKEAT A FEORE

B& BH
BEERIRVERSEIC A T a4 PG fTbhawl, T LAERTH S, Cr18TH Y, IMIKENT Z 4
TETHIRETE R, V—THREICEDMIRZXY, FHEZEMIE LI TH S, HIIHET
HNA VAR Y REPEEND, BAROBREEEAFCELD, KEAFCENEENS,
(ErRERh, MEEE, ~FR)

o

RIRE20 AEICETBEHERT, ELLWDIFEND, 1DEN,
a. FID o BEizild 5
b. MEFTHITIX R R IMR 230 2
c. METIILT I VRIZODMEEBDOGERKATTH 5
d. JRHPIVELa 5 —77 > DERMEDRIHZK A TH 5
e. RET7INT I UHI0 mg/gCrA EDET V7 I VIRTH 5

R

T DR P BRI O i RS B 22 (1) 7 SR A 2 BRAR 2 [ ) T H 2, BIIAT 5 2 &% <, Fil
ZWHTIZRPIVEI 2 7 =7 VEEDRSE LR D, 61T, RPT7IV 7 2 30 mg/gCrh LasiE
TN IVIRTHY, DIMEEEOGHREKTFTOH S, &, #EE EHICMRZNES 205 5
23, EEMRZME) 2 L3, (afrtses, fEELS, FRfi)
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BHROEM, HEFIHLSEMEDEFEEZIIITIED, RABTH . SH, BEFEHLHVIE
EhbSBNShiz. BR160cm, K&E50kg, MME 152/98 mmHg

RIZEFTR : 88 (—), #Em(-)

m&EEMHERE : Na 143 mEg/L, K 2.9 mEg/L, Cl 103 mEg/L, BUN 5 mg/dL, Cr 0.5 mg/dL, UA 2.7
mg/dL, ML Z2EH 0.1 ng/mL/BF (B#(E0.3~3.0), MPE7IFXTFOVEE 361
pg/mL (2 HE{E 36 ~240)

BiE21 ShECERELTRLAREOSHEDIEEND,
a. AREMEEIME
b. Cushing fE{EHE
c. BRImAE M S
d. BFEE S
e. FEFEMETILE AT 0 UE

(E®:e )

B
T = A X X v ZAG)MIEHEZ 12, HCO:=24TdH % £ T4UE, AG=Na-(CI+HCO3)%> 5
Na-Cl=24=12=36 L %2 5 ¥ TH %,

ASEHITlE, Na 143 mEq/L, Cl 103 mEg/L%* 5, Na-Cl=143-103=40T&b %,

Thbb, HCO:ZS, MM CEhWRIMEPLAT—2 R, (&AH Y 7 AMFEREL TWAE I &R
L TWw5, ZOREBTHMESEETIUL, M7V FRATa U ES LR L Tw AR E Y,
MAE7 0 FAT7wa v fE/miEL = 3G (ARR) 5320080 LT, MUFE7ILV F AT v fEn
150(120)pg/mL A E DA iE, FFEE 7V B AT a VIED RO TR %2 %, A7V F
270 VAR, RIBEERREICHRE LTIV AT VREAREIC XD, (KKIME, KL =%
T %2 29 2B TLMIC S, HHERMIZI0~40 R E bt Twd, —JF, mflER R SR
RIE DB X 2 b DEFEFET VR AT 0 VRELEFATY S, (LFHEE, FRfH{)

fBiRE22 HEZMISIUERAEHOREDLHICBLELRERIIEND, 20BN,
a. rapid ACTH iR
b. ERWEEIRE A
c. A7 b7V IVANRER
d. BIEFRY >~ 7Y v 7
e. 7 XV XYYV Img Eififallii

(E#E:cd)
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BB S

rapid ACTHRRBR X, FIBARZFE S HAIITIMAETHD, ACTH(Z—tu s NEFEHFED 1

IRFMEIIE 2320 1 g/dL AT T H USRI AR L ZWTE 2, BINWEBIIOEERE X, BIE 2

HHEDE)DRMERT H72DI124T9,

T XY AY Y Img B, CushingiEfEEHE (Cushingii) %2 5E-> 7BRICIT I WA TH 5,

A7 N 7VNVARREIX, A7 N7V ERE L, MEPMHET7 VAT UfE, L=zl

ET 0, FERMETNV AT e ETE LIRS s E ks, BAEE?VFAT B

VRETE, BIEERIRY > 7)) v Ik o TV R AT u UAiEZRJIE LT, REZERT 5,
(FHHEE, ~Faf{)

BRE23 FEFIDEGEELELTHRINDDITEND, 1 DB,
a. T7LL /v
b. F¥HY v
c. 7at<AF
d. 7X%u—)
e. MEIWEEE T RIEE I

(EfE:e )

B2

BSEHET L K A7 B A RAAI I O MR C 5 5 , AEGIE, ITIRAACd ) A0
Bk D b, ACRNTIC IR 2 IG5 5 = & DS W, FRILEASSIIRSHET 2 &, RO
B TR 27 b0, § L EOMESEDT 15 2 55, TP £ <O
WRIE, $i7 0 K27 1 A & 2 AT 55, FIEASR |0 2 01T CatbHiaE D B3 &
o, (R, TR
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55D BN, AEHENHZEE, SEFICECREMERDAEEZZ T,

B{&FFR 137/96 mmHg o

RIRE : B8 —. #ImRH—,

MmiH®E : WBC 3,870/ L, RBC 457 F5/u L, Hb 13.9 g/dL, Ht 42%, Mfm/MR22.5 B/ u L,

EMFRE : TP 9.3 g/dL, 7T X 23.9 g/dL, BUN 13.0 mg/dL, Cr 1.51 mg/dL, eGFR 39.1 mL/%3>
/1.73 m2. CRP 0.79 mg/dL, IgG 2,928 mg/dL, IgA 467 mg/dL, IgM 44 mg/dL

BiE24 ZOJBEDBHEETOERERREIIMA. 12X,
a. KEIE
b. [AEEE %
c. AR

H HARTEREEF 58

e. BIIRIE{LIC & 2 BREAGAE

B EH

RIEFI DOFIE, AR & O RRIERR OB H 5 2 L TH 5, MEMMTIE, Hy 7R
7 VMAE, 1gG DfEfE, BRI F2MFET %,

B CTHRA) TR, A ICERINRSAS N, KEIEDOHETH %, £72, BOHRIZ, EFCT
BTH5A, BEEHRBIRZ D T X ) ISR A N5, Z0s DT, RIBEHHELE I
BT 5, BREETOTIIZ, KEEETH 2, MEHEBEROSEIFTE R0, WS ICHET
LHEL, KEBIETH 5, (GHAR—, PR, BRBINIALED)

(MEMEBRDRERICEEITTEEEADT, bOIEFE LTUIL EL%,)

2

RE25 CODBETHEENFRNEEZONDERERIIEND, 2DEN,
a. EEIH
b. SjogrenfEMERE
c. Riedel HRRZE
d. HOREErE T HEfk s
e. SRR PR ZS
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g h

M5 1gG4 =l (135 mg/dLLA 1) & 1gG4 BT E MR o fHAR R £ 72 (XTI 2 R & 9 598
R 1G4 BEZ i 28 ) o~ 2 SBEFEAEMERE (IgG4+4MOLPS) & MERZ EMRIBI N T3, HOAME
PERER, Mikulicz s, PRIGISRRAEIE, MERRMAMELE, BE(LIEHAE %, Riedel HURME, MIEMER 2, Wiz
B, THEERZR ELGICKSE, ZREHEKIEREZET 225, A7804 FIGFICKIE L TBRT 2
Z LD, (SIt—, FR, BERINIALED)





