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CASE METHOD APPROACH FOR SUBSPECIALITY TRAINING
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EIUAFAFIE SR ATRR B - 658 - Noptaniisse BB EE ]

A ERERE



12 Case MeTHop Approac | BRIBEOS

: ’j'le‘;‘f—JbeE:F' (RS T —ige
') (ARr130 HZ)

EAREEL, EELRKEEET42B5 %

.

D: FILE— LT ILFERERE (MA
&) (K130 HER)

~ta

P

_

EeL



B X

CASE 01
CASE 02

CASE 03
CASE 04

CASE 05

CASE 06
CASE 07
CASE 08
CASE 09
CASE 10
CASE 11
CASE 12

CASE 13
CASE 14

CASE 15
CASE 16
CASE 17

CASE 18
CASE 19
CASE 20
CASE 21
CASE 22

SPHE - PR BORERICES UL 2@ Bt - (hEE—, IE@R) -
25208 - WIRRE £ TFICDL - ARE 6 o 65BN

----------------------------------------------------- ($5KMERL, SHER) - 13
E TP THICBD - ARRE 4 o 2 68 BM - (UAZ—8, BBEELK) ---23
VHSE - Fedh - BRI EE L, &> THAEBPEBOZENIE L TR L L 20mLH
-------------------------------------------------------------- (BTHB—) ---31
SHBLORRE CHELB® 5 WRSBD L 428ak

---------------------------------------------------- K -, EHEAS)---38
EFHRS L CEBICEBIHREL TRBLALSRBR - BEE—, RF%H)---45
MO L UL - £5EEREEFICRL UL ORBME - (REEE, HHEMW) 57
BE % R2HCRME RS LM E 2 U753 BME-- (E3—, ILBEHEL) 68

RERFREBPICEBRIBO SN 60X B ---------- (BRBRE, HBEF)---75
FiE- EEE@EZ%‘%E?RL_%E‘} Licorm%ld -------—--- (fEEB®|eR, HEEF1EEL) ---82
REBEEHFOL L VWBHEERT 28D 65 MAtt-—---- (WEiC T, 1B 19)---88
REI ) U FORRERTICREAVERMICE > 268 Lt

----------------------------------------------------- (£ FHK, BBER)--100

BEMBBL (B B DI L 7 SO R oo CaH#E) -~ 111
BER - RERBEEEMHS N, BERICR 70— CERRICE - 125 At
------------------------------------------------------------------------- (EHEL) - 118
BERE2L, BELCRKEELHT 5 2MBMH-—— (PMEa%, MEB—A)--126
BT IR - BEREBH S 6MBR - (ERAT, BBTL)--134
AL B S ST EBO, BHAEIET U767 mBH

----------------------------------------------------- (#LEM, FEAK)--143

SNECMATERREEBINFE L -62RBM ---—-----—-- (AEREA) -- 152
FERBOZAPICEQRIHEL 260 EBME---------- (4L)11i&H, FNEEEE) -- 160
FEPRRDARPICTRZEY HE L 1264 BME-------- (BFRAH, BIL F)--168
SEDOREEERREE DO 28 BM - (hRIRAER, D ®)--176

SRBIEIC S 2 BEHRERED/-OARTL L 46BN
---------------------------------------------------- (LOE—E8, MEMS)--182




CASE METHOD APPROAcH] BRER

FORZEZEL, RERBFREEZBEID42mBMHE
| CASEM |

E B 28B% &HE

¥ B &AK.

BEERE : BRI B & OVETE ONERY), IEXELLHIE (381&). ASTEREHIN LT
NR—= 2 A — 5 — AR HET (405) -

BELFHE : 72— =BRKIE, X =BEELR L,

KGR REAKBE (B8), REBSEHE GH), REABRE (BHoRK), BHowE
IR AL (CRF) 07020 CHHENTEAL LY, 0XRRTRAREL,
BRE 0REA»SRZTREABEZHE/ENA T2, BEL TV, 3B5EE,
HEEA2ZZLTHRAR(0.7g/8) %M &7, ARBRIRTHEABBIN TV,
REH1.0g/HETHMLI D4R ARELY, BEREBITSA, £/, WHX
IR T LR E RO (LIS %) o LERTIZLIAM60/FDR—R X —F —
HAETHolo LT I—TIHEZRHECI6% T, EEBROMEZED/,
ABRBSBRAE: HE170cm, {kE78kg, BMI27, MBiPH85cm. fAid36.7C. IME 120/
72mmHg, BRII65/%5 - ¥, AREICHAM - HEL L. MEIROABREED . LAREIC
Levine [ EEDUUHANIMES % BN 5, ISR BAMEIEL 25, RIEY) »/<Eidfb
9, TRISBHERZD 5,

DToRMIZER SV (ERFBEEOEELH D).

BEERETEVEDREND ?

@ Alport JEfREE

@Fabryi#

(®Henoch-Schénlein %555

® nail-patella fEBRE

® Goodpasture fiEf&EE:

AlportSEBRBEIZ, VEOS—4 Y a3$: a4l aSHVThHIDORIZEFEFEICE
BETHORIEHERTH S, RAREEEE (GBM) I2BF0LL% &7-F . BYHER




LT, RREEEES Mo @EGREMESR EPALhL. BEEETIE30~
0 TRMNEAEIZES,

Fabry #t X $efo (b BB ERRE & 5. ERERERIITT.
Henoch-Schonlein 46 BE5 12, EAGEEHYERICTI Shi &, B, BWEH, Bk o
FERE LI, ALY ARMMARRETRESI SR TRETH LS. LB
DRIEHOCHAE T, A 2 ¥y A [gA DLV AR O N L MRHHRE T ARV,
nail-patella fSEfERE L, QMOBHEARE, @ BEE OBEA%, O I P56 o fi e fE
OO 4 1#E T 5 H A EEEREORLETH L, WERELBARZ
EOIERL RT B,

Goodpasture fEfERE X, VB a5 —4 >0 a 38T 28Uk & 2 HOREERE
Thbd. a3PUICBMRMMLIEKEIZE {, MELTHEMICZ VO TH S, it
(EHEBTIE V.

@ @an @

(mL/4/1.73m?

n3::10l6)
(%) Fabry i5sDIER
Bl | HANDEE, ETE
g B ERORBGRR, MSTHROKSERD, S0 MmE DR - 8T
i DK, mHiEE, BOOES
i EakR, HHEEET
AR || HEMEREE MRS
| E{EEE | pusE, T, BRmiERBA
eGFR REA
) 90 ............................................................................... (g :, gCr)
--4-- eGFR
1 R R — R [
% GL-3 (ug/mL) 155 7.0 7.0
40 o (E1)&8

CASE 15 42814 127



ABERFIZAT o 72 B i & LABO DATA /R

|\l 3

LBl Crdm 3 o Sl S 1.09 mg/dL _
WBC 5700/ uL e (3'-_0_ {T}g_fi};_
RBCS bt 7 no 496X 10/ uL NESr 7 R RE 143mEq/L
AR Jasqrdl. B i 48 mEa/L_
SABNERRRT  bl CES8 109 mEq/L _
R R B e R

M L e e EIREE A S mg/dL
RS 1.007 T-Chol . 250mg/dL_
DR i ki & e 60 16 S B2mo/dL
=] ““""(23_-—!-_)" FP—G“—“““ 7 W_w_____?gpjg_/_’_ci_l-__
b e ey i) HbA1c (NGSP/JDS)  5.6%/52%
e e e W% - MESHRE
Sl N o e RO c3 __117mg/dL
il 1~4/HPF _ il g
Huz e e CH,, . 298U/mL_

E5 v Rl R I9G e eomd ol
Rl 2,000mL/H Igals S otmgydl|
EOER  19g/B M 213mg/dL
2asfiCor  e26mL/% ERL e <d0f5

Wi A% PR T e iUl
T s e g 7.0g/dL HBSHE (=)
Rl R 3.99/dL FICVATE D e =N
RN S 0 Al i o T R SRR e T

BEHEREBAEZ SN, FHEELEHEMICBERL 225, Wk ZIidFabryfiTh o
T2 EAVHIH L7z, BEOMSE a-75 2 F ¥ ¥—+¥ (a-GAL) iftEFHE L Z
AEFOMIBIETLTEY, mMEF a7+ 0153 F(GL-3) i#EEIZ L
ALTwi, DEoZ ki, KEFD FabrymEBH LIz, #Mifzho ) 7%
Toie

a -GALBET DY — 7 v A Tliexon7 (ZERDHER I N, 387THFHOT 3 /Er 0
437670 VB ERDbo TV, THNYF—+¥ fIZ X ABEERAHE:Z N
L7z, BillG#:, mEGL-3MIEIET L, IREADMEA L.

? Y

Fabry®ICDWTIELWEDEFEND?
D a-rVayy—EoEHERTrEALNRS,
@&HETIRIEAELT 5.

@7 natr 7oy FAHMICERT 5.
@BFBHEORREIALNL V.

128



@ BEREIRMMMR/ NS,
Fabry i, «a -GALOEMWHETICE), EHTHSHGL-3 PEETIERETHD, a-
INay—OEHETIZPompe FTHh OIS,
Fabry O EHREFRIX Bk Eildh ), FESHREERE LS00, BHIISC
FERLEETH 2. KUDBERIRELEVEIIZBALD, AT UBEEHRTHL LN
BREMICED O —FOX REEIRELI NS00, ERE RO X REAFIRE
LTl TBEREEAKIBL, EFRXREaEIBIEL TV 2R TIIEEE
HREFETH B, ThbL, MBOTOER bBERER L ROMROFEIZL o TEH
DOFRENED B0, BUOBREIMEFEULVEE 2 0> LBHBE L RIEED
EHETEZRTHOETTHRATH S,
Fabry B CIEGL-3VEMT 5., L atklL 7oy FOMBEAERKIXGaucherfETHA S
s,
BHEOHKLTE a -GALOERRREF THY, FHKIIGL-3InEREILI LW
LEZOLNTWS, BHEOBEEFERLSEBEFET6%, 10FFEFRE% E, F
Fabry BHBELAETH LY, BHEVVHERMBREOBRRBREDO 1 DL E
ZoNBA, FFr—»dmELtTdhrBBR~TuRETHLNEEIHLOTEER
RET D,
Fabry HIZ BT 2 EEEETRE LR, FH122mL/ 53/ EOEETET T 5, 8%
BRAORIED O FHAERNETRUBLREIELLOREDLH B,

EB®

&) wan

BAEREEERER2(130BSM]) IR T,

¥ o

BRENEBEE (K2) ITBVLWTHSNELMREEND ?

@ A4 ¥ ¥ A MKLIERE )

@Mt A%k

®zebra body

@R ERE LM OER

® srEntvErEoL

A X AFBOWEKIEALNT, MIBROEELEDER,

R VEICHIES 2% H B LHICRAZA, MlatERkLdaR%2%, HRLA
ERMIlATH B,

CASE 15 42m3Bit 129



A: Efastlca masson trlchrome 5%@. (Eﬁﬁk) 7 B Elastma masson tnchrome 71‘:‘% (i)
MEPROAMR - PEREE A & 5 h, BEIC LKAy SEELFARGEAL, MRETEMRALZRIEN &
AZohd, 513,

15— Jb?)b:?-‘l:bi (ww//wu—;eé) D: mw—;—wf’tblﬁ (|~M‘/‘>7»—,1g@)
PIRGEEER, REEEEANEA, MECERE  ERBROMNEEN, TRTERACERROLE
DLEMHFAEN S, WHrashsd,

| E:BTEEMS @A) o F: BTN (GRk)
RBEFEE#R AEMREAICTZAIILICTFETSE $HEELEHREAOI T S50,
DEEOI ) AREEN T  ERIEEMy # 5N 5,

(H2) BEMRPR (7 7 -2

130



R 2-E D 6B A F ORI LRMBERNIC, + X3 AFEOKIKOHE (zebra body)
HHERTE %,
EEEHBONFAMBRTIIARRELEAROMBREIZH T ) HIL WA, #BRL
7: Elastica masson trichrome $¢® 5 B Cid Rk LEMROMBEABILL, Rz
BARH SN b, Fabry R Tid, o -GALEMOET /@ RHUCL Y, BEREARH
ENTICHIEANICERT 5, SRR LEHIM L cell cycle 25BW0, FRLLT WM
BMO12THbH, HFEBEEAEEBIERATAI7TVI-MIILY, ERL-BER
IR A ST 5700, KFEBEBMBETIIAFRKICAZ LD, TVF—AVT VT
FRIESBEBOR TIA VTV —Ra%iTH &, B2-C, DD L ) IEML7-HME
BrFaBENRCBESND,
Fabry AT 2 L, RREOSHEBRILPLHEADBHENEET LI LH DD, #
RLEBERETIIAOREZV,

EROOG®

¥ as

FabryROZHRICEREZHDEEND ?
OF =32
@FER
® a -GALEHNE
@ R GL-3 iM%
®ORFMNE
BHOBEIZI0BRET 20T, HAEDEKERK o -GALEROBTHHIIIZH
ETHD. KEDHEE, BEERHIEEOHEELH), REFIEHPLETH 5,
BEZEECLREE, BRERLEVHOLITHOHNIFNIZTTEHITETH 25,
BRERDOA L EHERE T 2B FabryHdd ), BERTUDTEHINEZ L1 H 5,
@ -GALFHHHMEIZ DOV TiE, AMRLMmMPEL ETHEREELZMEL, TOERTRIE
L b
Fabry g2 B8 T, RAPICIZRME LEICER L 7CGL-3d3kltEh 5,
Fabry #% I3 REHERT, REEXLHLH LT E0T, BRUHBK O HIZIE
REBOBNIRLEETH S, EELRHOCRF TENICES TV aH%, BERAH
DLURKDEF OB Fabry REBENE TN TV LW LH D, RHELRRALL
BERERMAELTIZELT, LV RHOERMADTEIZE B,

EBRO~®

Fabry BODABICDLWTELLEDREND ?
QMBI LTI ANNTEE U HBETH 5,

CASE 15 a2mBtt 131



@GFRS50mML/FR®TH, BEMAREIIHRERT 24T 2,
O FEMAHEDELEERART LAY -KIETH %,
@Fabry#%Tid, ARBRACEHEEICLA2HREHRI LV,
® a -GALBFIIENIZLVBREINL D, ENBICHEENTOREIRTERET
Hbo

TR DERIIE, HANTEE YR T2 b VR ERARE SR TV, 72721,
ANNRTEEVIZTEUEDEE70y 70H5BHIIIRETH 5,
f€3%13 Fabry 5 (20§ 2 IS IHERBE D A TH - 7275, 200442 Fabry RIZX ¥ %
BEMTHRESRRBT L kot THLVIF—F a LTHALYY—¥ f O2HH
DOF DB, wTFhBEFHABRZE N a -GALEATH Y, HREIA VY-
AWNIZERL-GL-3% 0BT 21EA H 5, HESRIRAERBE (eGFR) 55mL/ 53/
1L73m? U LOB L ZhRBOBRTHBLAYy— A3 PE—LVASFLIIBVT,
eGFR 55mL/%/1.73m* Rif DB TIIBEMFMELTo THOHHABETEEICEIZ
AoNlehor BHEREAET UER TR R IREEL LM E ORI
GEDBWRENETLTB), BMEHTRELIToTHHUTENTHLLELON
5o BHEEVCET T2, TELZLTRMICBHL, BREMGTLIENERT
Hbo
BHEMAREORERNE LT, TULAF—ISICEETRETH D, EELRH, A
K EBRIELRBEDNEVD, TFI7453F -2 av 7 IELHEEMIREINT
Wk, MELRY IVERRTOA FORKE 2 ETHICHTETH S, KETIEIT LIV
¥F—ERKIZEDDTHTH %,
BEERMAMREICBVTIE, ARBRACEFEELXHMT A2 L TREBBRIDREYH S,
MHGEN P ICEEREMERELTo CHREFERIET L2V 0, EFRELETL
THITLITETH LY,

EBO®

Fabry®BICHBIFIREEHI LUV TICODVWTELVLB DR END ?

@ B Fabry BBHE O L TFIEAFEICRBEL 2V,
Q@LMREEDEFIZI0%AIEE RET 5o

Q@ LHARKEDIIIS0 %A REE L % 5,
OTUREENOMRMAREIAETH 5,

O LUBRHNED a -GALIFEHRIEETH 5,

Fabry OBEHBIZFIIX REBELEIIH S, BHEEORTFOXRBHEIIIEH»LZIT
K DT, FabryfRIZRIEL v,




THREAZRIANTFOEESTHLOT, TOBFIE, XKBHROY REAE FBHkRDIE
Bh XA FoBal, KBEMkO YA BRBROERDD L X Rtk
OREN DY, BIEOHEEITI0%THbo

7, KHBREEORIZ, KEEKO X Rk BRAROER 2 XREBELHOGE

L,

REARDOX Rtk BRHROERDH D X AL FORELDHY, REEIC

% BHERIZ50% TH 5o
LHRRETIERE) OBAET THARID I DD, HAO%RTERELRETLEV)
HENHD D, MEBENHBENALNORDIIBERTBRELITIRETH D,
EHBRREOREEEEE, EROH 5 XEEEIEEILL TV I2HRBEOEES B H
WZEoTRRY, "IEERTHLBUHEN LAREICEREEIEDL TV 560D

%,

EBROO®

FONT = ) Fabry OB HEEIRER
B BARIER TOBYN LTS
B BRATRE
0 &R

90 0000000 00CPCPIBE0C0INORERPC0CENEENENORN0000CROOOINLIENOONNOIOINOONEOEOBROIENGCEOIOEOIEOEPRPTITBTDYS

X

1)

2)

3)

4)

5)

Ojo A, Meier-Kriesche HU, Friedman G, et al - Excellent outcome of renal transplantation in
patients with Fabry's disese. Transplantaion 69 : 2337-2339, 2000.
Branton M, Schiffmann R, Kopp JB : Natural history and treatment of renal involvement in
Fabry disease. J Am Soc Nephrol 13 1 S139-S143, 2002.
Banikazemi M, Bultas J, Waldek S, et al - Agalsidase-beta therapy for advanced Fabry
disease : a randomized trial. Ann Intern Med 146 77-86, 2007.
Kosch M, Koch HG, Oliveira JP, er al: Enzyme replacement therapy administered during
hemodialysis in patients with Fabry disease. Kidney Int 66 - 1279-1282, 2004.
Deegan PB, Baehner AF, Barba Romero MA, et al: European FOS Investigators. Natural
history of Fabry disease in females in the Fabry Outcome survey. J Med Genet 43 : 347-352,
2006.

(Rikmx, BHA—#)

CASE 15 2@ 133




BRELZN
NEFFtESE  Hirotumi Makino

BIUKFAFREEEFLSMRER
W - % - A RAHARFEIE

19754 I KRR E
ML KZEEFHE=ZNHBEBAR

1984 ~ 864 *[E Northwestern K2R (7 H) & BB #2

1996 4 MILAZESSE=FHEE (B MUKEREREREERSMER
% - R - ASUMREIIEE) B

2009~ 114F MILKRZEKRFREREEREMER K

2011~  BUIKEFRKEE FLKFHRE

AEAlES BEE HEE

BAMRES ATHEER (2008 ~20114£8). HMEKE, HYE

H A&1B 1 WA R IR AR (2008 ~ 2011 1)

HEEHEFE FME HIE

AXBEFFESE GMEK HEE

BEYw<wF£s HME HEE

HERMLEFS HFEE

FAHMEREERTTMAREE BEEOERINT 2 BERRYE FRARE

New ®FIEZBET I —R - XV yR-7TO—F
BRkE

Effi (A% 6,900 A+1)

2007F 3A258 B1MRET
2013% 3A10B %2k

W& £ WREEL

WRTE WEEE

WRTHA O RESHHRE
T 101-8718 REMF R HX M HEE A & 2-9
B 03-3292-1555 (BE) - 1557 (M%)
www.jmedj.co.jp
REOME  00100-3-25171

HED R T AR

© Hirofumi Makino 2013 Printed in Japan
ISBN978-4-7849-5501-5 €3047 ¥6900E

| - AEOMKN - BRH - BN REN - AREEE GETRILEE ST )l

|
|
|
l

N
(b)) BERWFMUIRELE T,
- 2COPY] < (i) Hip & RIFEWRMM BILIEW>
*fﬂklﬁﬁﬁli%ﬂiﬁﬁr_?v)ﬂﬂ&lﬁéKLBh‘U iIT. BEIN2H |

B2 FOOLEEIC. () HEEEERERNE (LS 03-3513-6969. FAX
03-3513-6979. e-mail:info@jcopy.or.jp) DEEXJ TS,

|
|
|

P433



