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BifE, SHMEHEO REHEDIIH E > T 5, HEATEEYES (HANREAS, HANEIREES, HARSE
ey, HARIMIRERBIES) TlE, 20176 70 7 7 AHEDBIG S 2, ¥ 7TART Y U T 4T
HHHAE AR IZDIFEBRPOAY—PTEPEICKRS>TVE, KERELHEMAL, HMEORE I
LCld, HAREMERMEST) 2 &i1ck s, £, HMEOHEPICEIL THH A RHEENRD STV,

InE CHMERBRZER~DWH L LT, aBRREERICBIL T2 8L, &K 4 B a5t
3, TNSOREZFEICLTEREINL L7 FL—= v VIEICEKRT 2 & 5 BB EGE I Tw 3,
BOREOBRIEZERT 2 2 L 1d, HEMEBLMHEEEOL LV EHERT2 2 IR TH B,

L22L, TNFTEDL ) RFHECHEEZERT 2 D0, HETKR» 27O THRILFEICE LD, &
ZILENEEOTH 5,

T2 i BY ST & $4 $E RV 5T

HEBGICB W TROEER AL, B2z DL HIFHET 208 \0w) 2 ETH B, 1E247% 3 i
ZiFUE, ROYER, LV Ty 7k, WICE AL, FHIZ T2 2 L0, REDDDH—
WD TH5, BHAZAAMMES>THHE DL E >TH ZORFEZZ AT 2HLIRYUITH 5,

FHIIC X 2 DD HEDH D, —DlF, WAVLALRIMEHF > TR L, ZNZMHFITT7 4 —F Ny
7352 L THDLLIMORED 2 IEREERZRT HETH L, gk TTERINGHI &ATWS, K
HEDERBISG CH CEZ#HE T 258 CHHI NS, 9 —213, REWIHITtHds, iz, HE
HDHVIFEETT YT LD TRHICEIERE 2 EOREZERTE TV LI 0%2iHIiT2b0TH 2, RHEMN
RIS 2 B8, FAEHEMAZMT 2 2 L3 b bAATH 208, ZEH2E O % Fi i LT 2
ZEICk o, HEME, Eiigg GUEBRREOE L R) oY EEHIMIL, AT LAERETSIL
NTEBXHITHD, L LEY 2R BRIE TR v s, BEENEHMEZT ) EWRIEHEML TLE 5, RGN
AHiilx, KPAHE, FHREE, HMEZEICE > TRUR L TH 2, RN, BAEPEHEGE L CE
7 iR E D ER T I D W TS %,

BIERVETEMIC ST DA EREREDIER 5%
1. EOKDBRENZFMLTLDDH?

HKEDY A Tk >T, TED X)) ZiHiid 2 D00 RE>Tw5, WIKEIE, "THZ 206
GUiE ) ) TRIEROMREE ) TREROREET) ) IR SN T3, FE E L TR m L, T
R DEREES ) TH D, ZNFELEHEEIGEL C020%27HliT 5 2 Li1c% %, LRDOZNZNDHE
%% %Y/ I— (Taxonomy) &9 EFHEHGETRBEL TW5,
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2. ABREEDHY XY / Z— (Taxonomy)
1) %Y/ 3Z—1 recall H#CEE

N BIE S 2 AR O A2 B ) METH D, Ao ToIERT 22 LB TELDT, 2Dk
) ZED % V EARFL T U AR T2 2 L Ick b, 2D X)) REETIELHEL ICHIETIZD 5038, B
HD O GBRRTE & 25 ) ZEE O RERRIREE ) 2 5l 2 2 LI TE W,

1. X REASHERDERBIIEND, 2 DB, (IEME :a, o
a. Fabry Ji§
b, LIEIE RN
c.  Alport JEMERE
d. Liddle hiEfeef
e. Gitelman JEAERE

GER] "1 oEXR Y, & MoER) T, HoPIKBEEDEL 2%, FolE0%RE*»%E 2T, £
5L 5ICT 202 R&% T 2, BHPEREBL AL TlE T2 DR 13 15~20 % 34 L bz,

2) #%Y/ I—2 interpretation  RIRERRIRE
R DR Z R L CRIE 2 BRMETHh 2, %<1k, EEREMET28NI0EEZMI bDTH S,
oI, ZORBICHT 2MERZEMNT S LIk 2,

B2 [MEX]
25 IR DL, 2 ERETNICRPER ISR L 72, WEH > GBI & TRICIFEZ AR L <22 L, RiEk%
1% 57 L 2TAHMU T ORIRZ/7-,
pH6.2, I 2+, WIMEIG 3+, REE B2, 7 b ok &
PRYUHE © ARIMER 40/5985°K, EHIIBR 30/9985°K, ZETEARIMERS K, FRIMBRFIA:Z %
(GEEIRECRELLD LD END,
a. HbAlc L5
b. i DNA $iffk
c. ik 1gA E5
d. IS T
e. R Bence Jones & [

GER] MECORBEZIEL (AR TERTE, IEEMERIZ 20 % RETH 3,

FEHoOMESCTIX, ¥—7—FELT, R2EMORKL ), TRERERREDIRFTR, 2y 27y 7
LT, AMRERIAE R (EEERS AR R) 2R3 E 2,

ZOBOMEMBE 2 FHIT 22 Lickn s, &EE LT, PRINWS THHEFTR,, T, T2Wis,
BEVBH B, ZOGOMEIE, FEEBRICZIF-oBEDT =8 Tldnl, MBPNLIEG O F— 5 Ik
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HbAlc bt HERIE 2

Ji DNA btk BT 72 b =T R ?

c. IiE IgA biA-—IgA BHE 2

MR T — 2R ERIAE 2 ?

e. PR Bence Jones <& 7 I 04 F—2 A ?

ISE

~

3) %Y/ I—3 resolve RIRERRRE

HUCRIESCOMRZZ Tl e <, BRI ORK D R L ¢, RIZZETLEDH 2METH 5, HRE
BHCHIL 72 CH B, EHERICRERL 70ER, H20IEAH v 775 v ATilia L7228 L, 2%
X% [ ) ETH 5,

5l 3[RFREX]
48 TR DM, FEREREE, KRRMGRE X O LBRE D S h EaNKkEZe LT,
BRAT R R 37.6°C, Alfld b, L EIEHE ICER2 R0 5,
SHES CT AR ClE, WS HIMIEED 2> 7o, AR THREMIEZ > T BRI, R R L,
ERRE I, FEREREE, E LIBRRE D R 7,
PRITH © A (+), Wi (+),
MEME @ Hb 6.8 g/dL, FAIIER 8,490/ L, Ifi/IMiK 5.0 15/ 1L,
7a bk a v VKHE 103 %, EHEGET e v R 7T A F VIR 311,
Mm#E7 4+ 77 7 =’ >~ 301 mg/dL, FDP 30 ug/mL (JE#E=10),
BUN 40 mg/dL, Cr1.8mg/dL, JR#& 7.5mg/dL, AST51U/L, ALT32U/L, LDH 1,4081U/L,
(BREEt)EREITEND, 2 DEX,
a. I
b. IR
c. ~2NY UL
d. 7AEY &5
e. SRV <PC >l

CER] FEXZ25A T, ¥—7— F& LT T—BERR IR, TREH RERMAWNL 2,5, TEill, LDH
AR ? ), TRARIGHE ) TEREREICT ) Ey 7 7y T3NS, o L L RO VIRE &
LT, Nk RAEAE et et s A PR, 2l S s, BMBIL R E LT, 1) B
PEIMAE NBESERERE, 2) MUMIRADPEERER 72 E23% 528, 2N 624 3 — & L GERIIC WS, IR
Tl & REMED G IREZMI L, 2SN L ToZLLinkE 2@ RS E 5 2 LT, ZEE OREmkE
N ZFHITT 5,
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A —ADAMTS 13 iHEMET LT 3541, AIth 2
MAERH—TTP TIREZTH 3,

c. ~N) U SDIC TR AWDTETH 5,

TAEY vEESTRNTH B,

e. WJEIM/IMR<PC>I—>TTP TR K 5,

SR

~

3. FMREDIESR

1) —f&RIRE

—AREIRE 0, EMPE & U O AR (RN, BB, EL ER, MBS -2, BT, RE) %
B ) MET, XY /2 3 — 1 (FHEEER) IS L Tws, FNAEETRRIELTuARCTYH,
HEED YD 20 E ) D& FHITT 2B T %,

2) —MRRIEDERFIE
DOF—7—F2MET2, MEA ) F 25 LICEENTOEHELZEINT 3,
CORIFIET ZHNCHER L TE L,
(5l = IRAEHERE, wLEY)
QR & IEfRR R ET 5
(1 JRAIE ICEEEER T 2 AL EVIZ END, 2 OEN (b, d))
QR % HEEDH VWIE, H20I3 74 7 AL EDNEIZIER 2,
COBOERIE, TRTBE5LEL56 L0HDZESR, HoIIAT I —DRELHDIE, v
Y GERETH Y, 2O EEITTIEROMRE EFTLE I,
(55 20 % —1 FIREDSH & ISR S N2 856 125 % =2 3B IR H & 2 ICBRIF S a 54
33 % >3 FERILDH S ISR SN B BEA 150 %)
@DFERFIITEL L THECEE 12127 35,
REWLXEICh 2 &, B A ) M 2R 2EL 5,

5l 4 FREABICEZRERIDRILEIIEND, 2 DEN(EMRE ¢, d)
a L=
b. s rFv
c. TIFATHrYV
d. Y7Ly v
e. TYABRKRIZFV
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515 MPO-ANCA H'I3tdMDI5E, FREMDEIVERBIIEND, 2 DBX, (IEfE:c, d)
a. RO RS A AR
b.  Wegener AIZFEHE
c. WERSRINZ FEIME R
d. Churg-Strauss i BEH
e. BEMETYTF—TA

2) ERPRRSRE

BRRRDE &%, 4EH, Ml % Sl L EBROEIK A v 7 7 7 v A CIEfl 28R L, &MIcEZ 200
Th 3, MERRENZERT 2ME, BRD 2 IIRERRZ RO ZMETH 2 ZENEE L v, 5%
OHMERBICBELTIE, XY/ - 1oHEHZREOL, XY/ 3—2, H20IE32HEMIE 5
WDENH B,

M, LT X I ICi#T 2L —Nick>T0n 5,

ORDHIE - &Mk, OONH Y, ZZ LT,

BOWRIE © 5 4510, 22 CREIMEZ 3R S 2D E L T /e, 2 4 AT 6 B ASHBL LR 2 12 L <
S, BHED 4 EBICHBADITS KA B X9 12k -7,

SRR, - EaddW, FROO em, FHO kg, IRAO/7r, %, MEOO/OO mmHg, MRIEER &
MdbH, 7L, REKKRKER H0, Ll, WEHREEZL, MBICREZ O 200, MREERRT LR
%L,

WRERA : BB 3+, B (=), I 1+, PRV

MR © RIMEROOOT, Hb O g/dL, HtO %, HIMEKRO, MO,

Al - IAEO mg/dL, BEHO g/dL, 71V 73O g/dl, RFEEFEOmg/dL, 7L 7F=>0O
mg/dL, AST O1IU/L, ALT O1IU/L, LDH O IU/L (¥ 176~353) Na O mEq/L, K O mEq/L, Cl O
mEq/L, & 512, HELRERRZEMT 5,

3) ERDIEYTR

] & Z, SRR —TdH 225, BMBEED 2562 L T2, siliE, OEHRER 2 [ 5 3,
QOB ORZ M ) &M, G’ D ) 2HE2 P &M, @nFEZM)RMALE, 2nzan
A7 L T 2 83D %, FHTHIORTEDE T 70\ ERORTENRT R X ) ICh> T3 LTS 5,

2. EBERDFIR
MRRRE ORI 2 /R L, 72 L 723k 2 e 2, (B - ORAEDRE, Qiakk @ £FEaE)
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5l 6

(REREX] (1 2 ICIRE LR, BERREHEBZEMT 5.)

25 IR DL, 2 BRI RPER ISR L 72, WEH > S & FRUCFEZ AE L <22 Lk, RRk%
fTlao 7t TAMU T OREREH T,

pH6.2, I 2+, WIMsOR 3+, KEE B2, 7 P o &

PRUGE © ARIMER 40/5596°K, FIIER 30/9595K, ZRTEARIMERZ 8, AR IMBRFIAEZ %L

AL ERE BN 7.2g/dL, 7V 7 2 ¥ 4.1g/dL, BUN 28 mg/dL, I~ L 79 =~ 1.2mg/dL, Na
136 mEq/L, K 4.6 mEq/L, Cl100mEq/L,

Abt 3 HBICHfT L 2 BB o583k k M %2 "3 (X HE),

(R 1]REBETERELLDEDIFEND, 1 DEN, (IEfif: d)
a. HbAlc L5
b. i DNA $ifdk
c. i IgA E&F
d. IMIEAE T
e. R Bence Jones & [

(BRI 2]BREBETIELLWDIEEND, 1 DEN, (IEfiF: o)
a. FRIFILFX — 25kcal/kg (FEEHE(REE)/H
b. H[105g/kg (EEHEGRTR)/H
oy 71g/H
d. KRS
e. A7 AR
CER) MESCORREES & SRR R S, TaMSRBRIAE R, 24 L, WHHMEART MY
TR R 2R TE B0 L VI RNZFHET 2, S 5IC 2HUTH DWW TRFEIEZ BRI ¥ A2 HETH 5,
2D X ) KRB U 72 FIEDMFE F L,

o
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510 BR 5 RE 0D 5 A

1) BREDIEEE

WE, IEEED 60~70 % ORIED, HWHEIHHETH 5 LRI T2, IEEH 80 % ML Lof#E
X, MEREL XLVOPLI LOETH S, —H, EEFES0% KmObDIE, HLOHETH 5, #,
YW, SO 3 HaInTwiuR, SEHICE, ZBESETIZHREL L oRBRIEIC R 5, &
R, BREES T, #, hl, HoHReMIas T2 2 Lick s, Fig, BRPHEZ HBITT VL,
T kdiie b o 2L, BOfREERD, BRI A5 TGO ADZEE DR HAMEL & %
X9 ICRIEZ FEET 2, RN, 20 % RiOREIZ, HIBRFTEONRE & 253, RIKWICERAT 22 E
)03, BEEEESOHMNIC R S,

2) RRDERIIEE

ZEE DMAEEHDOE T — T LRI — T DIEERICEEDNT, 121 DDRM T2 H
92, SOBFD, BELZ 02 ETHIUFRMTH % LHBITE 2, 04 DL ETHIUTIER ITENT
MHETH D, 72770, RERDEZEEDI0 % BED 2 \01x 20% A 1272 &, BIEEMET 5 2 &1
HO»TH 5, WAIEED A F A 5 K9 2M#EIE, HIBRFIEICHYS T 2089 il B B A THF#E
INns,

DLk, GBIED RO FIEE £ & D7D T, RIFSHFICLT, FRLHEZEMEREZRES (F
Bslw) 10T &,
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FryvoIRb

HAREREAE - L ~OLER I DT

O R FHEAY X 27 20) KE&ENTVDED,

O HEV L (H5E) 1358,

O HIZARROEEIC X DEZ o Rl {, MERRENIZEHT 2MEE 2> TWw b,

HEHNAE IO W T

O HRIHE D BRI X 312 FE (BERIHE T UIE U IERRER 3 25 - JRiE - 2 /8) Lo T 50,
O HEEBTZILEX20E)RENLEETERVD, 2 OHAE, AOAZMD

O HfiEcBd 20Tk, BRT2ICH7D, HICRELTuRITNEER S 20 bDd,

O RS 2 ) & 086, BROZHNTH 56D TIER WD,

O H%, Fin2lcBd 2&M086, Z0db 5 I EBECHISILTW: 50,

O AN4zu U7, e, Mk, FMifiz ) fETE, B3As 20z sz0udod,

2wl

O AAGEFETHER I N TH 50,

HEDELIEA Z ) v 76T, 94N RIFu—2 VETELRINTWVL S0,

A R4 v ZZIE 5 RETIEFRED LI T» 520,

BlzA Y P NThDh, HEFHEZEREL T3 AR 2V,

—ERFTECIXEM T H > TH D HERL W ) 2 [ ) FE L 2> TWw 52,

ZWHED 60 % L EDEZ DI EMBTEL L) RIEE L>T0S D,

EERRTE T, iy, M2 5d L CHEBEACES 2R L, REICEZLMELE %> T b h,

HHRI I DWW T

O IEE LRtz BE T & Vi iRIBIE 2w,

O M—REAOEREETXRTHE AT IV =D bDTH 30,

O "3, &2, T 22 REDTEP A TORVD GEREET, #3 E ) HEEIX 100 % #D T
Hh, T—5HNZ2, 13100% ELVDT, HHLZWV),

i@ﬁ:ﬁtloulf
O Fpc—HioboSAREIEZTEZAREIMLEZNEDDLD E L, HIDOMEDMET 2 & B RED
iR lF 2 R ZR RIRE I 2 o TR VL 20 e,



