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HLEMICE L@ N2 B 1) TiE 1>, (B 2)TiE 2 oBOKEHMKICTEA
5L, B, BI1)DOEMICIZ 20U EMEL7-%EIXEY ET 5,
(B 2) DEMIZIE 1 23E 3 DL A L 228813t &5 5%,

(BI1) 101 ISREHZBEL T | (F12) 102 R CEMO®RE L ShT
WA OIRENRD WADIEND 2 DEN,
a & a  SPRLERE
b BRI b IGIRFEE
¢ ERmEE c  BIRHERORM
d AR PR R d EEMFHOEH
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(2) (F)3) TIXEMIZE L8R 2 3 0OMOBERMMISREATLEZ L, BB,
(B 3)DEMIZIZ 2 DL F X 4 DU RS L2 88035R 0 L9 4,
(B13) 103 [EEHEICHESN TV 2DIEEND. 32BN,

a ERIOTBULY

b IR TRE 7 R

¢ AIEZBREOHE

d ~SHTEHT H%EH
e [RRTHEZ 2T % 5%

(B 3)DIEMET a JeTc JeTe ITharoggiko@ @O
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(3) BEIUAT6 DLL LD B REIC OV TIZEMICE L 72BN & 1 DBOBEEH
MICTEAT DI L B, (Bl4)OEMIZIZ 2 DU B LA IRRY &3
50

(B14) 104 PRk 22 BT - BFFEERG - SEFIRTEN A C AT 10 75 A4 72 ) D BER

BmdD Lol Ehn,
a JuifEE

b Eézﬂ;;/\

I

N

¢ KIRIR
d HER
e U
£ AL
U
1
PR
i IR
(B 4) DIERAT d ITH 2 H o 5FMEo @ &~ — 7 TE L,
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TPPOCREOEROD | &
!
HEPO@®ODODDOD|| ® @
© ©
® @
®_ ®
D D
® ®
O O
D D

DKIX-01-DH-3



DKIX-01-DH-4



DKIX-01-DH-5



DKIX-01-DH-6



1 Y% 3V B RZEBEFRNDIZEND,

a
b
c

d

€

RI 7T

Leigh H¥iE

Korsakoff i fi ¥

A v O R 19 SEAE
R A 2 M

2 JWEEEEYIBR R OHEICR D Z S SN D DR ERD.

3 iR CT (BIfNo. 1A). B

15 CT KW % (AUNo. 1B) KO S h

7 IREREAR DO HH (FfENo. 1C) 2 HIZmR
ZHE LTRdZRAONDLDIEEND,

a
b

C

HEE 2

JIELE % 555

PSS ERVAIERERIEE LSS

B ERY — 7
ILVATO—=VR) =7

No.

1

Al i
A. B. C
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4 Fanconi JEBAEICHAS N BEVDITEND,
a #E R
b T73I/WR
¢ =Y I
d RRKERILAE
e MR#METYF—v2

5 FHABEICAShEVLDIREND,
a A It
b P
c MIEHRE
d  HHEmEEE
e UMFaal— b

6 EREHLER ORIt (Kliver-Barrera 44) B4 (B No. 2) Z IR,
COWREIZEBIERE LTEZLNLDIEEND,
a PR
b ESLECR
¢ WETTREE
d REPEERE

e EIMHEIME

Bl
No. 2
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7 WHENIRPASASE O MG TR G- RE 2D ENR
a AYFNXZ TV
b YIFI
c NIV
d 73l F
e THRAYTIUT4VE

8 HHURIRIEORIEH TRV DX ENd
a ANCA PH#LIm4s %
b EMEEEE
c JFrkREREE
d BEESEE
e NN ERIE

9 BRELEBMRERTOMETTERLTWVWBDIXEND,

a BN T MR i BV A
b %1% Bartter SEfEHE: KA ) 7 A IMLE
¢ FIEARETERERRAC M E 554 ) 7 A
d AR PER TR BB A T E KAV 7 2 IAE

e ADH Al &5 WAE R (STADH)

K~V 7 A dlLdE
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10 Schonlein-Henoch 3BT+ 7 4 7 7 A FERBEIR) DEEOEMZ AT > 72,
C OAMAIRE T EIE O MAEREIZIEAE T 5 DIE Ehd
a IgA
b IgDh
c IgE
d IgG
e IgM

1 XF 3 VEEVEHEE T B RN & 2B OB—BITRIT E
a 77V r
b NraxAf v
c TTVAURA TV
d zyvyy<A4v v
e ThIHALZYY

12 BHHIC X > THIED Y A7 SR U BULEBIE EN D,
a KB
b Bk
c  BEERM%
d PAZEMBIIRMEALAE
e TEPEPHZETENB
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13 MRS MUEREBERR A L CRIESRR E LT I N0 Ed, 2 D&EN,
a Gl
b a-XF IV KN
c HMerssvr
d YA T7HA FRFRSE

e TrIFT vy SRk

14 RO BGAEEWIEOSIN & 72 5 DId L 2 DN,
a EB7AIZA
b BT A VA
¢c YA RMATTUIA VA
d 47NV UHFIAL VA

e b MY u—<wAILAHPY)

15 SRR 2 MEHRH CHEY 2D Ehhe 2 D8N,
a REYH
b ST R
¢ MhZE R
d HHEOHRS
e MEFLF—Y
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16

17

18

JB A O EE W O MY ZfE IR I S 2 DN,

a
b

C

FEMEBANE 7O B VIRIEICDOWTIELW»oIZ ENRD,

T M
g <2 V¥
RE KA
Ze IR

W i 53 %

Ham #ERIZBEETH 5,

[E#% Coombs iERIZFHIETH %o

GPL7 v —DRFEDVH LN S,

IffiF N7 b ra e EDME T %o
OB ORO EIE R EBEYTH 5,

TRE LB OMEETIELVOIZEND, 2 DEN,

a
b
c

d

€

[ P 5% Za—FYAF A%
li S kAT 79 IVThi%k
SHEOME ~ 4 a7I A%k
TV — kg ————— LIF R Ifli%k
FERRII O 4 3 & OF:fih Q #

2 DEN,
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19 BERIRRIEIE D 9 B BEGEHERIFREEAE D A TH LN DT L. 3 DB’N,

a  HrEmE

b AR

c  BMImER

d IR L AR
e FDIVEREIRR HE

20 FMLERIED BRAF R PRICHEE ST 5013 Ede 3 DEN

a  RIRZ:IEHE

b EEHOIEE

c T BIF R AL s

d FIEICBIT B FEROFIE
e GBSV IR o 905 i 1k

21 Atk SWEM O AR IR 34 B TULERIED 7230 ABEtR i b IR & 7 -
720 WAEARTE 1,850 g THIAVIS Vo TR L IR & 1B 2 B 280 % T

ERDOGE (BfNo. 3A. B) ZHlliZRT,
CORTTHIND AR ENd.

a 45X

b 46,XX

¢ 47,XXY

d 47,XY,+18

e 47,XY,+21
B

No. 3 A. B

R 7 R
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22 32FDOFM. PIRAE EFITREE L 720 HKE & L CRBIBE EOIRITHKE
FEAEOBH 2 HYRE S Bk LWIRIL T T 2 B EINGE 217> 720 ZDHZICOIR
VR, LIEsIZMERHEIL, ©LAMAEL Y HEANAFE I LT
72o L LEWNEEI D SR o 7289 2 0 H R SME ST T 2 X 912% 0,
WHWS LTHEPNLED TEL/OMERRICHR LZH L, Fad 3R & PR
v, AEHEANOERIEDH D PEITEKOWRIEAL N,

ZW D7D\ EE R EINE EN D,

a [HZEFERPBCTEPLATL I ENDH) 95

b [HKEZOLWIERZFETEALIIRICRY 92

¢ [HHHRIAZVOTIEIR VA ERRIIRY T35

d [OELARLVELIAAT, ZNHMIH DTV E 35
e [DHHIZEL» o7l 2B LOBL Ro72 L) ITE T 3H]

{1l

23 DKM, BB % EIRITKEE L7z 34FEFIA A RIICEE B LR 4 12
PR L TE 2o FEARIAIX R Vo ARBANZ RS 5 cm T—HIZH A Z
IRLBEREA D %o BilklZiEH. & 164 cm, RE 62 kg, Nkin 64/, %, M
124/84 mmHgo WK 24/ 570 MUEAT A & ML 2B L2 /L & IS RE 230 v,
B ORIEOGE (FIfNo. 4A) & IEHROEHGHFLD H-E JetbiA (B No. 4
B) & & BT

e LGl 2o .
a e

b A EHEEIER

¢ PUELAIRE

d PHHEDOHES

e PHREEDOHRY

Al i
No. 4 A. B
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24 30O HIROEHR, Fills L THHRZ T
D7\ BIIEAE 0.9 GEIEARE)
mmHge 7 VA LA ¥ Gtk opiiiREE (3 No. 5) 2 HlIZm§,

IR L L CHEY) 2 0 &Nt

a
b

C

PR RUIRSE

DUFL TR AR

7 ¥ 7 u CVIREKE

B RE AT a4 F il

TOARAY 7T T4 v NI

B fit
No. 5

FRITREEL 720 IRIEICEE 272
120814 . IRFEIEA 11 mmHg, A 12

25 68 DKM 1 HI% 5 DAIRDEIIET 2 FFRIHKEE L 720 10 4717 & &l
JERE TR T o %0 BIIRERICRE 2380 e 134 0. 1UHIEAR). A 1.5

(R IEANEE) o

AR 134 15 mmHg. A 14 mmHg. ARDRESE (5t No. 6) % 3l

VR o BRI 52 C IR HE 70 A5 P 2E 2 R MO AT 7 2 520 % o JEHR DRI

WITERE 2O\,

SR 9 S EIHER &N

a
b

C

® MR
PR 2%
i J¢
faf g%
L A8 I A ek AT e

Bl
No. 6
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26 65 iKDH M R4 HIR S 2 /L SHER OIERT & W T REE & 2 FIRISRBE L 720 A
SHERICEE2.5ecm DY) Y SEiZ il L FEAZ o225 |35 TP BEgiE & 2
W S 7zo BUEIE 20 A/ H % 30 4R o BRIEIE H A 4 &/ H % 45 4 o I
Hif% (BIfNo. 7) Z 5llIR T,

RHEZOLNLDIFEND,
a  WEBER

b IR

¢ HPIHEENE

d TR

e SHIRAIEN

B i
No. 7

— 10 — DKIX-01-DH-16



27 53EOLME, M E EFRITRBE L7z PERT» S E EEE 2 HE L TWiz
BZDOFFIZL Tz, 2BEID HIMED D > 720 FEEUI Vo THAE DO REFE Wi
Rz v 7 AMBEECTREZHEHINTW2ds, 2Lz o kv i-difiidzy
TV oz, K 150cm,. K 37 kg, R 36.8Co IR 68/ #. il
112/66 mmHgo, MW %L 16/%5 SpOs 96 % (room air). A HiWERIC coarse crackles
ZHEIS 5o WEHEMAL © Ziehl-Neelsen 44t C Gaffky 3 %o HMLWEATH, © RIMER 356
Jiv Hb12.1g/dl. Ht32%. FIIER 5,700 (FEIRBLUF 13K 15 %, 45 BEAZIF v Bk 45
% WFERER 1 %, HLER14%. V) ¥ 28ER25%). I/ 22 75 CRP 1.0 mg/dls #%
BRI R &I A > 7 —7 = v &y SR 2 (IGRA) 1Bk i » 7 2%
PO SRR A2 D 505, 1 AERT OMEBEZ IR OFT L & 2 b2 B v, il
B St ok Hkt CT (BUENo. 8) 2 BII/RT .

KOEZOLNLDITEND
a SR

b B g

¢ JERAZTEDURR BAE

d xAa377 X<k
e OV AMEDUMIGUAE 325

Bl
No. 8
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28 S52iKDP M. WiEAE EFRITRBE L 720 1 2 HENZASAME TR E R %15
Iz, ELZLZAFMPLELZH SN, RHIRTTMIHEZ 27 5E
PO TESNze L2 URERPICED F7 THEZH - 72 & 122U H A3 H
BIUFREEREE L7zo PR BEREIA (34 MR RIS A S ARG & BIFR L 70 o BRI
20 A/ H & 12 4F o Bk IZTE Mo & & 158 em. AT 60 kg i 37.1 Co MR
76/4r. ¥, IE 120/74 mmHge W EL 16/5 Sp0.98% (7 =2 —5 21/%
MRFERGT) o IRIEHEE IS M Z 2D 2\ SHEIRORBIRZ RO v, IR
RO VY, FFRE A AN L T b, MR« ARIMER 354 75, Hb 11.1
g/dl. Ht33%. FiifiEk 14,700, Mfi/ME 15 7. CRP 0.1 mg/dl, LEM TR % 32
D%\, FAra RO v 7 A5 E (BIfNo. 9A) S OB CT (3 No.
9B). M CHKEE L 2BoMET v 7 252 (FIfNo. 9C) J U & HiAl CT
(3fNo. 9D) Z JlIR$

MR DIEKE E LTEZ LN DL END,
a  HERRIER; D5

b KENIRSEREZ

¢ JilifiAe ZEARE

d 2EM%

e MES

Al
No. 9 A. B. C. D
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29 65 DG MR INEE 2 LIRSS R T 2Z Lce 2 BETH 5 I71ER O E )
NEHRT S L)ooz, FHi 2RI AIPFRKEASHBIL, R4 ICHmRL, A
Lo Tz, RIS R RBERE, IR 120/5 A%, T 78/50 mmHg. F-H
#25/% SpOy 84 % (room air). SAFIR D KE 2 38D 5, I & & il @ coarse
crackles & Z IS %o T FRIIE 72 <, W TEICHEZ 2O 5, MHBT v 7 X
B 1 (BIfNo. 10) Z BIIIRT .

COBFHFTTREINDMATENREIL LA

IR E IR AT (mmHg) CAREL(1/55/m®)

a 2 1.8
b 12 2.6
c 12 4.0
d 25 1.8
e 25 3.8
B
No. 10
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30 82D LM, MFRHILE 2 EFRIREE L7zo 1 2 HHT2 S RSB - IR L2 R4
PIEAH ) 2 Lz 1 NES L, EREFETH S, ADLIZHL TS, Hikif
76/%7 %o ML 110/70 mmHgoe My A7k AE 2 1o F VIR 1 ME S 2 BEICS %0 oD
B CTEERKITAZED D, WLy 7 AMGETOWERI 54 %, HEHil K7
7P CRiEk L 72/ BRI i ¥ & — » (BfNo. 1) Z5R T, dEREE Tld
TEENRICH B kg 2 ko 72,

BHEGEE LT 2ok Ehd,
a  FREEEE

b IV¥5) A0k

¢ REBZIRE BRI At

d  BERE OV — 2 KBIIRFE IR
e KRBYIRAE IR

B it
No. 11
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31 62D KM MFRENR 2 FIFRITREE L7 NEFEE & &I & 2 @ i He
ZETIHRMIN TP, EFFC LS ZOE FIIL Tz, AH. HWHoRD
ZERDBEB: & 5o 7R IR A & &2 HAE L 720 30 70 R 11T o TIREL L 72
AHERAYE L 720 Lz Bt 14 H ORI 571w o B i AR AT 12
o 7lzo Wk 84755 ¥, IME 124/78 mmHg. SpO; 98 % (room air). [ H. &
TREBIIRE A G0 S 7z Al Bk #2145 (BIfNo. 12) 2 5licmd .

IS & L CHEE 201k &,

a HMREZHEGT 5.

b TNV rEERGT L,

¢ IMARETREZIT) .

d RO (PCPS) 21479 o
e EHIRNA SAMEIT o

B fit
No. 12
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32 B8RO, 1 2 HHIA S DIFER OWFHL N #E 2 FEFRIKEE L7z, 2 FERTICHE
HEZWCLEMEEZHEMIN TN, Z0F I Twiz, Ik 68/545 A~
B, MU 108/62 mmHg, ¥ % BT %, MIREICRE 2780 v, il MRISTET
i 2 RO e\, SHIRY NEI R AT L 72\ BZIBICEVE 2 5RO v, MR AL
AT ACE O EADBASLN S, MWLy 7 AT I THH O[T Y > /7S
JEALTWa, LEN BN 13A) &0z 2 —[X (3IfNo. 13B. C) & # IR
KR

E AN S R v e R (I
a fmEX

b HRERA

¢ IPURBERER A

d EB)EALEX

e "GavryFrI74

Al i
No. 13 A, B. C
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33 STHEDLNE, 3T SRR & MHARE & 2 S TV B0 THARE O # B
gL L TIBRTIT b LT 7 IR E B A I 2R IR B L B & 2 R 2 L
DY MOz X, IR 120/, %, IUE 240/160 mmHg. WL 20755
FW R FT L R OWIK L 2380 % HFIC K o TEIRARE L7 RICHE M L
7 MR CT (BIHANo. 14) ZBIIZR T

EZobNbDiFEND,
a RN

b A

c e

d f1vA) /=<

e BEMWTIVFAFOUE

Al i
No. 14
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34 TTHEORM. BIOZOMA SNz, 12 HEA S A% L o> T X2
HEAEFICZBEE o7z 48 A EETRZFHFZL. SO0V TER,LIEE |
BN V72O RESRBEZ ERE L7z, Ik 116/% %, 1T 76/48 mmHg.
Sp05100 % (V) W= N—AfF < 2 7 101 /53 B FH 5 T ). MERIZEER B, &k T,
JF - 2 il L e oo MLHEIT R AR IMLER 266 /7. Hb 8.9 g/dl, Ht 27 %. FiIfilEk
8,400, /ML 15 5. PT 79 % (Fe#e 80~120), Mg B LR : 7V 73 >~ 3.6
g/dl, MEZEFE 2 mg/dl, 7L 7F=r1.0mg/dl, £¥ VY ILE ¥ 0.7mg/dl
AST 28 1U//. ALT 121U/L, ALP 269 TU// (3£ # 115~359). y-GTP 751U/1 (3 it
8 ~50), Nal42mEq/l. K4.0mEq/l, -7 = b 71 5 4 ~ (AFP) 26.5ng/m!
(FE3#E 20 DLF) o 9822 i - CRP 0.7 mg/dl. HBs HUEB M. HCV Juikat:.
W& Bia . IE L 96/64 mmHg & 7% - 720 JEEREE CT (BIfNo. 15A) & %
#% CT af iK% (BlfNo. 156B) & Z IR,

RO E L THEY) 201X END,
a  JHUIERIN

b GG

¢ BALYHRE

d I IF RN

e NFE)IRFEAAM

Al
No. 15 A. B
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35 R2iEDOFM., FEMRMO-OMWMA SNz 2 2 HHOEIREE AL &
REZW CREEREIMDAMNIERE I o7 ¥ BB 2 M T, 14 1IZE/LT 5 LR
HHRABHREL, WAHECIEAL o720 EBE 2 L7z, SIEIEHARE 3
&/H & 104F Bl 3R L0 W B B 172cm. K # 78 kg, R 37.6 Co ik
104/%5 ¥, I 132/74 mmHgo SpO; 98 % (room air) . MEEIEFEH, LEGEICHE
i % B Bo NP - MZ ML 72 v MLEAT R AR ILER 469 77, Hb 14.9 g/dl, Ht
45 %. FIMER 16,300 (FRIRZIFHER 8 % 70 BEAZIF Bk 64 %, IFIRER 2 %, Hikk 2
% 1) ¥8ER24 %), M/MK 21 5o MRS @ s 120 mg/dl, 7V 7 38
3.9g/dl. WEZF12mg/dl, 7 L7 F = »0.5mg/dl, BE Y VE 0.9
mg/dl. AST 281U/, ALT 161U/l LD 9251U/1 (3& # 176~353). ALP 3121U//
(H # 115~359). »-GTP 561U/l (Jk #& 8 ~50). 7 I 7 — ¥ 1,934 1U// (J& it
37~160). Nal136 mEq//. K4.4mEq/lL, Cl100mEq/l Ca7.4mg/dl. CA19-9
12 U/ml (3£ 37 DL F) o CRP 11 mg/dle BYR Ifil /7 A 5347 (room air) : pH 7.34.
PaCO; 29 Torr. Pa0;,98 Torr. HCOs 15mEq/l, i & L, iz HiG L 72,
JEER R CT (BIfNo. 16) Z BIIRd,

RO E L THEY 201X END,
a W@ I

b ==y

¢ MEERIAE ER
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36 85 DLk, A MR & EIRITREE L7ze AR TIEEmASHBLIL
KRN ST TOEIF 2D X912 o7z B3 d 2 M3
T\ RIS W 1R 36.0 Co IRHA 80/ . IfilE 182/90 mmHgo, MWk £
15/%3s SpO3 99 % (room air) . BEEBIZ M, BT, SCBbIE & Bkt & % 52
D BRI TIEICHZ L & 20 5. S IR T L.
R R BEIL 2o MWRAT R AR IER 373 75, Hb11.4 g/dl. Ht 34 %, KBk
7,600, ML/ 18 Jio ML AALEAT AL - JREFESEF 16mg/dl. 2 LT F=20.5
mg/dl, F&Y ) IVE ¥ 0.9mg/dl. LD 180 1U/I (& 176~353). CK 56 TU/[ (¥
30~140). 7 3 9 —+¥ 116 IU/I(3:¥# 37~160) CRP 0.2 mg/dl, ME#RHHE CT (31
fNo. 17) % IR,

s & LTHEYZ 0k ENnd,
a BIFIm

b FEBIZE

¢ {EREEAEAM

d FEFR R

e HHIFLF—

B i
No. 17
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37 A% HOBE, HEOWEGZ FFFRITKELZ. 1HIZT7., 8HIAEZS5 2T
Wb, IMUEAT L AR ER 423 75, Hb 12.3 g/dl. Ht 46 %. F11ER 7,600, I /N
21 Fo MEAA LR e Y LY » 11.3mg/dl (JE#0.3~5.3), EHEE VY L
Y ¥ 9.5mg/dl (34 0.2~1.3), AST98TU/L. ALT 1281U/L, YL o i o 5 B
(BfNo. 18) Z 5k d o

C DRANOIE THYI % DI END
a BAEROIED,
b EEHELTTT %,
¢ 1PABOHEBERRT %,
WAEHMOABEZ IR T 50
e HOYANVAPEEMAET %,

o

Bl
No. 18

38 38 iDLtk FEB & MHEE & 2 FIRICEREE L 720 10 HHTIC 38 T D Fs#k & IHEHE
DD ALEL OB EZZ LA, [MATL ) IESbh, R
R EN 3 HIIMNIR L 720 — BAERIZEB L 72 d 00, WEH 2 5 Hh IHEEE &
39 Co%#E HMB L 720 I 110/80 mmHg, MHEASSAR & Wil o i bkiE K & % 72
D 5o WWEE IR 280 v, BEERICHEN 2 380 v, AT ¢ R 1ER 430
Ji. Hb14.8 g/dl. Ht45 %, F1ILER 1,100 (BLARALHFH Bk 6 %. 20 BERL AT pr Bk 12
%, HFERER5 %, HIEK6%. 1) Y 8ERT71 %), I/IMK 25 J7.

TP NE&FE L LCHEY RO E R,
a YR BRI

b JRRANRZ M VHIREDOR S

¢ AEEOHKEL

d [F—OHRIIFEDO TS

e HIBREATOA FOks
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39 53, PEEOLIY) ZE

TR RBE U 7zo RS A & IS MRI &

TN I EEOEH E PEOEKE ZBD 5, EE~—5—I13CEA15.7
ng/ml(FEHE 5 DIF). CA19-9 17.5U/m/ (3£ 37 LLF). CA125 56.7 U/ml (FE#E
35 L) o BHIEIE OB E 5 2 (B No. 19A) L S N7 I B IE S o H-E Yefo e

A (3fNo. 19B) & Z# IR T,

B2 EES B 72018 NS MA L L TR B 201 &

a
b

C

SHIEE CT

Wk CT
RVESTTA
FERIEALE N gE AR A
TERHALE NSRS

Al i
No. 19 A. B
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40 337%O 2 WIEAE 1 N s, M 2 EFRIRBE L 7z RIS S EMRE T
WIZHRE L DL SRR S L, IR 6 38 4 HOMRIERE B L7z, HR9H 2 H
VHEAT L 7o R S R A T IR C LB B L SR I N2 0T
FNEBREM %17 o 720 MiAT oI hCG i1 397,100 mIU/ml, 4 9H 2 Ho
HEHE AR (B No. 20A) & FE WALk D H-E G« a4 (51 No. 20B, C) &
ZHNIIR T,

BRI END
a WENE

b it
o

C

e HBoMLIRAT IR

Al
No. 20 A. B. C

— 23 — DKIX-01-DH-29



41

17 DB Ao HEETOERZ EFRIREE L 720 A AH #2531,
SRR D WM Td b, BakiZiEWH. R 175 em. K E 76 kg, i
36.5Co MRi192/% . I 130/70 mmHgo MM O RS 2T B I L L Tw
bo IMLEAT WL @ AR IMER 487 J7. Hb 14.2 g/dl. Ht 36 %. H £k 6,200, I/~ 23
Jio MEAALFFT R JRFEEF 12mg/dl. 7 L7 F =2 1.0mg/dl. FEAiDEE
DT — F 77 E G (BIfENo. 21) ZHIImR T,

s & LTl 2ok &g,

a  FEEEgE

b BRI OEE

¢ PHEOHES

d ARERZEf

e REFW
B fi
No. 21
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42 6RO, P OB BTE LR ZholaZ & 2 ERITEE L7z 6 2 i
P ORBUCIEHI DS D5 X)Xk o725 AADBKRLDHF VXU L T o7,
3THHERLZNETHEICL CORHN ) FLTERL R o0 ) DR
THOOWMEBW SN, BU) DHOBKG D HIE S NIzAYHERT, (T—o L T2
CENEL o /2720 S NZFH Lz 28 RIS T BRSO BEND 5,
AW, R SO RS E L R 5, B R 152cm, A 48 kg, TRl
36.3Co WRH184/%r. ¥, IME 138/86 mmHgo FHWEEL 20/40 MFEEINBETIZ,
AR I 2 RO v, W EICEEEOR b — X ATi#EE I A7 —-X AL %
RO %o MBI IKT 2 588 %o VUL SO ITHE %2 583D B 0 RGEREE & /NI AR
LEROR G, BITRRRANLETH DD EHIBATARETH 5o MA@ ARl
Bk 410 73, Hb13.0 g/dl. Ht 36 %. FIMLEK 4,500, I/ 22 7o CRP 0.2 mg/dls
BAED =D ARL L 72 5 720 HZ WO TEEE MRT O350 1% (B No. 22) % 5
R,

IS E LTIEL»Wold ERd,

a MLVIEHEHET S,

b ABEIZ—MEIHHT L v,

c ABRTYYT—HBORET S,

d BFHEITAAR=—F TV TRIFIUEE SRV,

e FAEIEFTIIVEEEET N 7 A (SDS) PRI 5

Al i
No. 22
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43 11 2HOFNE, BENICERELMNZ W &2 EFICHBICEDITREL
720 1 D AMERES A CTRENICAREI MMV L 2RIz, HE 70 cm,
RE 7.5kge AR IZBEEMNICRD, EEREENICTENEO D 2/ MEEKOES
MCER & RO Do BEHE & RKIBHE L AR T RE T Lid R,

COPBIZOWTRBEANFHT AR L L CEYI TRV DIZ N,
a MO Z L%,

b RTERREELE X3,

¢ EMALT B RREEATE V.

d WHEOFEREL &7,

e /NERIZRSTHhLFMEITI

44 69 %DM W EI ORI & TIFRITKE L7z, B A2 5mF5 5 Bk
AT T LEEEZHE L, WMELZOZH L. 24 B~
F BN, Dk BUE S TEWER 2 kB L T\ b 7 AR IR o
N B ESRA, 3 AR o N RIS ERAdr, 1 ARFTA TR0 e iy 210
FTAFMEZT T Do BITEARETHEHCTH,S ) CTHIHFITL TS,
Rk XE W, AR, M DRI X IR ISR 2 R v, #8134 9.5 kg,
7.0 kgo

BUEDIEIR 7 & 72§ WAFBALIE Eed
a S M
b HE
c 8 BYHi
d B
e TRIfH

— 26 — DKIX-01-DH-32



45 SPHOBEWE, miE%EbRL ol &R LMBISHENR SN TREEL 72,
394 3 Hy 3,240 g, Apgar A2 7 8 s (145). 10 i (547) THAEL 7z, B
LA, BHEHRLEV2PH, EFH3INH, BLY62H THrHBENLE
LAY, BEDBZ L h-oTE, BEAYVE T2 L A>T
WHREA, FERBTEZFICOVWT WAV E RS TR SRRV, 2[5 D 2%
FTREIDZEEZ L ET %0 D BT EEHLTlF2 EiFs &) 28z ¥

%o

ZRONBEBIIEND

a
b

¢

Duchenne B ¥ A b1 7 4 —
Lennox-Gastaut Ji 5
Sturge-Weber Ji f5##
Werdnig-Hoffmann %

West FEMEHRE

46 35D LM MR % EFITREE L 720 H B O EFE B CIME S % AE %
A3, W3 TzZ L, 3B Mopkr ST BI L, Dlgies L
TWbo 28 EFOHWERIC S FERICHHE I L Tz BR 155 cm, A5 42
kgo REFHE2AND4NESL LT, KAPRHFEEFREZT-o T 5o BEEIL

%<\

BRI SR CTH Ho i, PP, RIS L MR 230 v, 1]

ROFEUENE L L 280 5, FHICIBEORBAER 2RO L5, LiE T
EATHIREE I ST 2 R 7 Vo

DD 72D IZRERUS R &S e b EE LR HHT SN

a
b

(¢

OB
H kR
£ORI
AT IE
AR
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47 2RO, FERGEDOLOAMENREZZ L. TOBRNEIBRNEA Sz,
BUEIEIR L T, 18R THIRIB E B SN FITL Tz B 154
cm, RHE 62kgo KATH : &H (=), B2+, 7 b UAR(—)o MEAALERT R ¢ i
HA A »8.7puU/ml (JE# 5 ~15), $t GAD $ifk 0.6 U/m/ (F# 1.5 DLF),
W7 v 7 3 v HEE R 8.6 mg/gCr (F e 30 Kii) o BHE:IMHE 208 mg/d/, HbAlc
(NGSP)7.8 % (5 4.6~6.2) o WA CTHIBEEBERIC RURIBNL 2 325 %6

970 NEBHHEEE S

a
b

C

A

Y774 FEOEG
AWK ZIVIRFEH DO S
427 LT Y HEEORS
HHEERL A v 2 oY

1)

48 22O, HAEO LY & EFFRIKBE L7z, HAEICEEN 2 cm OIVED
JEH % S B o BRIRTI ST SRR X OV B A TR 2 R v, FL
A 5 DI & R o FLEHEE IR (BN, 23) 2 HIZR T,

RLERHLNDLDIEEEND

a
b

C

Lo
Mondor %
PRI 5
FLAE N LI
FUBRHRRHE R

Bl
No. 23
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49 3B iEDOBM, FEE EFITRKIRE L7z 3PAHLS B THOBMELHET LT
ZEPHONKE BT L L) ko720 1 2HAF2OMEIRS 2D, THLL
LD XDk o7z, HE164cm. K 65 kg, iR 38.2°Co MRt 92/45, %,
1M+ 128/78 mmHgoe FFWEL 14/45 TIRASFEM L CTH Y ZEHRIZHT B E IR % 20
Bo TRRIZEE DA LNTz, RIRA & MR & 217\, 2 HIRICHZ L7z, Wi
B mE (=) B (=) i (=)o MAT R AR I ER 420 75, Hb 13.0 g/d/. Ht
40 %, FIIMLER 12,800, IR 42 Fo ML - EH 6.8 g/dl. TV 7 3
v 3.4g/dls CRP12mg/dl, BB DA LNz TR OGHE (FIfNo. 24) % IR 7,
PR SR AL /NG T T 72,

COBRENEYORETTRENI DR END,
a T N ERE OB

b h v IVF oMM

¢ KW okM

d ARIRE ORI

e WiImHIhZwn

Al
No. 24
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50 22°HOAN. Bx EiRIOkkRE L7z, 2B SEASMBI L., REBICK A RS
5720%F Lico BIIFEEICHBIL, wo 2 AAIBIT % & 10 [aIFE R H# 5
vy, BIRIZHHZAL SEREL TML K EIAAT VS, ARPLELH
Wi X 7z. ARl 37.2Co SpOs 98 % (room air) . MHEE & J &R & 1253 2 300 7 v,
M AT WL JRIMER 394 75, Hb 12.6 g/dl. Ht 38 %. FIfiLEk 32,000 (R HER 1
% I ER20 %, HERER 1 %. U ¥ 3Bk T78 %), I/ 21 T, CRPO0.3
mg/dle WFRT v 7 AMEHIZERE 278D 7R\,

PRAEANOFH & LCHEY 201 L,
a [FEEEALEETY

b [BIEEHEHTIEE) £§]

¢ [REARDBHEZ W A3 HE T J

d [R=) YSREREEPERNTT ]
e[S SCREOWANER)TY

3

51 53OHBYE. 32 HRIA S OAHEZ EFRITRKEE L7z, SIRICEE 20 % 0,
SR MRI @ T1 5% (31 No. 25) 252K T .
COBFEOLMOMATT R E LTPHRINLZDIEEND, 2 DEN,
a A TEHERE
b AR
¢ CPBUASHERRILT
d 7428275 ABH
e JEPERNERSUS (ABR)I-V 9 [ 0y 4 5

W

Bl
No. 25

— 30 — DKIX-01-DH-36



52 68 ik DM FVER DI N EE 2 FARITKREE L 720 3 4ETHT 2> & F71EIRE O IFU A
M2 HELTWzds, 3hHEID»SmA ICHm L7z, BUHIX 20 A/H % 35 4 o
10 4E R A5 L 7220 BEARIE & R & IRl TR &EZ i3 v, Eakidignl. &
£ 172 cm. & B 73 kg Ik 1 72/4. ¥, I ¥ 136/76 mmHg. - W %18/ %5
Sp0, 95 % (room air)o. B2 CTHiMl ® W T &8I fine crackles 2 T8I $ %, LT
o ARIMER 461 75, Hb 13.9 g/dl. Ht 44 %. HIEk 8,700 (hFH 2k 58 %. 4FHEEk 5
%, HER6%. U vNER31%). /MK 26 Fo IMAEALSAT R E&E 7.6 g/dl
TIVT I r41g/dl, RFEEFE 14mg/dl, 7 V7 F = >~ 0.9mg/dl. AST 22
IU/1. ALT 191U/1, LD 247 1U/1(F£#E 130~235) $e%5Fr i : CRP 1.0 mg/d/.
=77 2% bTuT A2 D(SP-D)240 ng/ml(FL#E 0 ~109), ML v 7 A
HH (B No. 26 A) & ke s f#ne CT (BUfNo. 26B) & & BIIZR$

COBBETIEFT LTV 2D END, 2 DB’N,
a 1M

b i &

¢  A-aDO,

d e

e Ifi{ KL-6

Al
No. 26 A. B
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53 6l DB, WEZWRFICWE Ty 7 AMBEETRELZHMEIN, BED-O
KbeL7zo 3 HHIHSHIEHE 1 2 AHIA S4B Z B L Tz &l 3
MHT 4 kg ORERD DD > 720 BRI TREZ L3RV, HE 170 cm,
R 62 kgo R 36.2°Co NRIA 88/45 #. I 152/88 mmHgoe FEWL % 15/45
Sp03 95 % (room air). FHSEERE A#HE L& 2ecm DY Y3z F i 1 il
MY Bo OF EIFIF L IZREEZRO L, IR E L RO, MEATHR @ R
1%k 360 J5. Hb 11.5 g/dl, Ht 35 %, FIIMLER 6,800, ML/ 29 J5o 1L A AL 7
R YU VY »¥0.5mg/dl, AST 331U/l ALT 28 1U/L. LD 4401U/1 (% #t
176~353), 7 L' 79 = 0.8 mg/dlo CRP1.0mg/dl, M= v 7 A5 2 (B
No. 27A). ¥ 5t-0 Mgk CT (BIfNo. 27 B) K Ok & CT (BIfNo. 27C) %
MRS o S LHIC X 2R TG L B SNiz B3 v F 7T A THAEEI
FERERO7,

BRE LTHEE) 201D, 2 DB,
a AT T

b SRIERE

¢ BhZEGIRRAm

d PR

e MEbBUR R G

Al
No. 27 A. B. C
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54 50O LM 2 AHI2 S MBLL 72 TR ORI %2 EFRIRBE L 720 K9EAE T2
LT L LRI & 2 AL TWwiz JGBBOBMAESH 5, H5K 156 cm, (KK
48 kgo Rl 37.4Co Nk#84/%. #, IMJE 112/70 mmHg. HREE & THR & (277 fH
RO Do AT &4+, I 2 +. TREICARIMER 10~19/ 1 $L8F, JERFTAE
1~4/1 4%, WHEENEAEL~4/1 88, MW JRimEk 320 /7. Hb9.8
g/dl. Ht29%. F11f %k 3,200, I /MR 10 J5o Mg A b &2 P i - 22 8 I afi p 90
mg/dl, BEH6.2g/dl, TNVT I 2 1g/dl, IREZEFE16meg/dl, 7L TF=
> 0.8mg/dl. 1gG 1,950 mg/dl(FE#E 960~1,960). IgA 350 mg/d/(FEH#E 110~410)
IgM 240 mg/d/ (FE#E 65~350). #2 L A5 1 — )b 320 mg/dl, FFEZEPTH, - CHs
10 U/mi =k i (F& # 30~40). C3 40 mg/dl (& # 52~112). C4 6 mg/d/ (3§ #
16~51), Ytk 1,280 fi5 (258E 20 LUF) . $t DNA Hiufk (RIA )56 IU/m/ (FEHE
7L $UY) VIRESURREYE, B AEM O H-E Bt iR (BINo. 28) & BIIR T,

HHFE L LGHEU 20 END. 2 DBN,
a PUREE

b SEIEPIHE

c RTINS RE T 5

d AN AR

e RIFREATTEA R

Bl
No. 28
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55 32D Pk, B 2 EIRISRIE L7 AHARM2 L2, A0 1 B
PRI 2 & U7 BURHART- & 7208, B ASHE L7272 0% % Lze AR R
PLACFRRDIEIF A D 5 7275, 3 HTHRICEMR L 272020 F I L Tz, Bk
30 Mo & £160 cm. K E 70 kg, K 37.0Co MR 41176/, . I 1 134/80
mmHgo MW $12/45, M W © R EK 580 /5. Hb 16.0 g/dZ. Ht 50 %. F Ifil
¥k 12,800, ML/hHC38 J5o ML AAL T : 7 Vv 7 3 ¥ 3.8g/dl. IRFEFK 28
mg/dl, 7L 7F=>1.2mg/dl, R 8.2mg/dl, CRP5.6 mg/dl, RDH-E (3
ftNo. 29) & HIZ/R T,

B O L L CEY Z0IZ ENd 2 D3FN,
a aleFr

b THFEFTY

c 7ursy/J—n

d A¥7)F%v<7

e AT uA FYEHLIIESE (NSAIDs)

Al
No. 29
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56 73K DOLNE, FEEE LN & & EIRISKRBE L 720 5 AEHTD HHEREEREIC & B
REDTz, MEFFMBUEN %8 A S ize BHHITA SFEE G & 2B L7z, &
HIZEI D720 H STl { e olze HalklZEW. ML CIEH 1T o B B i
IR L. BETTW5D, 1K1 39.0 Co MR 112/4 ¥, I 98/60 mmHg,
- %5 28/ 5 SpO2 96 % (room air) o «[vir & M H & B 2 O v, JEERI
S, BT BF - BRA AT L e O BRI 2 MR S22 A TR Ao
W B AR ER 288 75, Hb 8.2 g/dl Ht 25 %. FILER 13,200 (2 R A% 4F v 2k 20
%, rIERHFER 40 %, MLER 15 %, 1) Y 8ER25 %), I/ 8.0 o I L
iR JRFEEFE 64mg/dl. 2 LT F = 7.8mg/dl. AST 481U/L. ALT 681U/1,
LD 348 TU// (3 # 176~353), Na 131 mEq//. K5.8 mEq//. C1102 mEq/l, CRP
10 mg/dl BEER#E S CT (B No. 30 A) & JE#EE 5 CT it AR I 1% (B No. 30B)
& EBNTRT o

WL LCHEY 2o END, 2 DFEN,
a ML) BRA

b FLF—v¥

¢ MREORS

d REAT v MEE

e RSV A WAl

Bl
No. 30 A. B
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57 9iOFBW, FEE. BB X O & EIRISRRE L 72. EIRAICDER RO A6
WBMLTWwiz, AEPSRELZHHOEDD 38 THDHE, MWERB LY
BRI OKBETHR2H D, MEBDONLEZLEDHoTzb v, BEROKE, AFE
PREEEHW SNz S HIZERISD 6 AOVEDFRROIEIRZ TR AR E 7o
720 JEIRZ AT 2 4RDHEHOREIZEHEIT DS LIFON—NF 2 —/8—F 1 —TIHEH
RNV ABEREOIMET R ARiEk 425 75, Hb 13.5 g/dl. Ht42 %, H
I ER 13,200 FERBAFHER 8 %, 70 BERZAFHIER 66 %, HER 3 %, U ¥ /73EK 23 %),
Ifii/ 24 7o CRP 9.3 mg/dle JEFRIEFIH, kT, Bk 3BT L T 5.
IR PR IC R 2 7280 %o ABE 2 H HIZHER & M & 3L, ARind 37 Ch L it
BRI D %o

R EEZEZ ONDDIZ N, 2 DEN,
a YILVERT

b vB¥vA4IVA

c /UuvAIVA

d W7 FYERE

e AHrv¥uanNyy—
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58 75 kDB, WEHMIEDREED 20K L7z 35 Hui2 S O % iR
HE  OEFREM 2 2% L, AL AR TREN O REZ 155 S sk o 7-
DREE L 720 AT & (=) B (=), ¥ (=)o M A« ARIMLEk 439 75,
Hb 14.2 g/dl. Ht43 %, HILER 6,300 (FRARABL U 1 ER 7 % 20 BERE A K 52 %,
BFRER 2 % HiERK 4 %, V) ¥ 78ER35%). MM/ 18 Jio MAALF AT - e H
9.2g/dl. 7TIVT7 I ¥ 4.5g/dl. RFEEF 1Tmg/dl, 7 L7 F = 0.8mg/dl
IgG 3,170 mg/d/ (% # 960~1,960). IgA 28.6 mg/d/ (F& # 110~410). IgM 18.3
mg/dl (F£# 65~350), IM{ER-I 7/ a7 »2.6mg/dl(F#E1.2~2.5), Ca
9.5mg/dl, IMiEFHEABERIKE (BIfNo. 31A) L& ¥M%EIK May-Giemsa Yt
A (BIfNo. 31B) & & NIRRT,

SHTVHEINDAEIETEND. 3 IDBEN,

a #®
b ERRREREE

c KAV Y ALE

d 7394 F—Y2A

e MR NEERE (DIC)

=

Bl i
No. 31 A. B
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59 40 DM, BHRHLCREITHICHEE LA DML 2 @i LA S, Bl w
AEBHETFL TV D, BiliZiEMH. KR 37.5Co MR 120755, #. 1ML 84/56
mmHg. MWL 22/45. SpO2 100 % (V) = N—fF< 2 7 101 /5 BHEE G T)o L
O L ICRE 2RO BV AOMBEIRICHR E R E 2#0 5. IR TH
AR IR % 528D %o ML T WL ¢ AR I Bk 312 77, Hb 9.8 g/dl. Ht 31 %. 1 Ifil Bk
12,000, /15 5. M AR LR - &R 6.5 g/dl. 7V 7 3 ¥ 3.2 g/dl.
JR#FEF 25mg/dl, 7 L7 F =2 1.2mg/dl. AST 3201U/L, ALT 901U/l CK
8,400 TU// (% # 40~200). Na 140 mEq/l. K 4.5 mEq//. Cl1108 mEq/l, J& & &
% CT (3 No. 32) Z jIIR$ o 4 1%AT ) WEEMED H 5 0I5 2 BHE L BRI D 72K
BEZHMT 22 L7z,

T H2NAEE LTEU 2O END 3 DEN,
a B

b Mg

c B Al

d A Rl

e HEEIIRZERRAT

Bl
No. 32
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60 52iKDOFM. FHM. TR OPNEZ EFRITREE L 7z. 12 FFATISHEIRIE & F60E L
M) DTETEHER Z RS TE 7205 FREBETAMBL 720/ 3hz@ L
7oo EFIET A2 T — 7 FARTHEEBEEIZ RV 7T I T 0¥ v 2B EIEDESE
ENV—TRRFEE R ENT WS, HFK 168 cm. HE 70 kg, iR 36.2 T Ik
#172/55, #o ME 150/92 mmHg, (08 & FFIE & ICRE 2RO v, THRICE
FBEDRNEZ 7B 5o WRITH + & 3+, Wi 1 +o ML A ARIIER 320 7. Hb
8.5g/dl Ht29%. HIMLEK5,600. ML/ 25 )50 ML AEAL 7 W o 22 JIE IRy I b
136 mg/dl, HbAlc (NGSP)7.2 % (F:#4.6~6.2). #&EH6.1g/dl, TVT I~
29g/dl, IR#FEZEF3Tmeg/dl, 7 L 7 F=22mg/dl. REE7.8mg/dl. Na
135 mEq//. K5.4mEq/l. Cl110 mEq/[,

COEFORFHIEEL L THY ZDIEEN D,

IR AL F — IR R E AN
(kcal/H) (g/H) (g/H)
a 1,600 3 20
b 1,600 6 40
c 2,100 3 20
d 2,100 6 40
e 2,600 3 20
f 2,600 6 40
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