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FITMM e IV 2 2TV v 7RI O
B0 5 2 L S T Tl

IR, T SEEE, BhZET M
ZIE B, EAR AR D

B B

(B8] REALPIRG & V¥ 2 R 7V o 7 AR BT A et AL D B R 3575 @00 2 JE PN UL
M TERTFM 217, £ OPHMEREIC B Y 2382 BE L.

[HEE] FRNERR S 258t LA QPN PSR H TR FRICE T T o 2B
TIZRENLPIEY Soave % 17wy, Witk 5 L LEGE U CEEORRM PN O L% 00 2 i\ &
PRI & U7z, MinTHEOPERERE % BN M SRS X AR A a7 (GRE), HhEE
Z L CHLP PEMEAR I & 0 3R L 72,

(5] # CRENLMEY Soave BEHEATH o 3L IR 74 (225%) 2R Lol BR6W, &
T8 1 BICAENGE 105224 5%, 3 #17°% long segment aganglionosis, 2 %% rectosigmoid aganglionosis,
2 f8175% short segment aganglionosis T& o 72, FHEA T 71, 7Hi 1.42=0.4 (& Poor) TH o
Fods, itk 4.7+2.3 (Good 2 I, Fair 4 fil, Poor 1BI) &ARIC LA LA (¢<0.05). &H»ThH
EFNZIE DS i o TR TR D TRIFRHREPR LN, fancEEER LT 25 HTa
PhEREHIOEBARES T TH o 7205, eI b EEH OBERHNRFNTEE oz,
AT ORLPYE R IEE 1 26,8+ 10.7 mmHg Th o 729, WEZIEFEIC LA LA (849279
- mmHg, p<0.05) 2% #itk2 0 HUBICHENE Lz 6 pIci A KT L, #a s AmER
o7z (37.3%=14.6 mmHg, p=0.08).

[#a) AL eV 2 27N ¥ ZiRl#OBRREDN QBRI L, A0 FHCH

B

HEEZ LNz SHRLRMNGIMEBED 7 + 0—7 v 7217 ) LEVH 5.
B> 2 ATV iR, RS, IIPIERERE T

1 U0 &I

WETIC VY 2 ATV I LBEEEERTD
ZORILMEREO A, TR EMEHBEEORSICL
Y DAETIE U C IS B T RRIL M AY Soave % 1T -
TEZD Codb, PHEREMLE TMSEL
L, BT R WERERHNERLI I E
BIRON TV, TS DENTIRERSPETHICL
PefE o > ho— R, LRI EOMERIC X A RFHYIE
FECETFRHREEZELNT, Ny bt ay ORI
HefErdh, FIFEHUEOBED QOL &%

SIRERKFEEEL N RIE
RFEEEKS  BHBRE T920-0293 FIINERHLER BT A%
1-1 &REFKEEZI/NESF

LB ERTWR, S0 &) RERFEIST LRR LN
Wil U - L PSR M T B AT % S8 LR SR8
biviz, RO & ATET B O BHERRE & BRI L SCTRREY
EEEM2CHRET 5.

I H{REFHE

1. %

AR F TNV Y2 ATV IR & SBIT LIRITFIRY
Soave Bx AT\, HHMEBEMIZICEEOERELRD
BEFAENSE L. Zhb0EICK LILFEBREE
R, WAHROPHERE 2 ERILMHEIE&IC X
BEERATT RE)Y, EREEE L CIMRNERZER
I OEMEL 7. ${E1d mean=SD TEIE L, MEtEHL
B tRELITV ) EN 0.0 Rz EEED Y L L
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1 CFSHREROER

A Jack knife B CILMICi TEREAZ 0BT 5. B AMLMENH L BEOM LT 5. Pull through I
EEH (BIRERE) 2BHESEETHELED Y, SMLPENS (BRH) & muscle cuff iZ—k 2o TH
Dido 2P ERMTERV. C BEGEPAZIMELIN4cm COAYVBEHEEE (RS RH). ZOBET
AILFESS (BRM), WEERS (RE) FHEZATE2. D BHLZBERRELZNEICHTECRE (3R
s, BEEIMIPORET 2. BEOERSRCOT 23 BITbI THE L TRIET 5 FPHETH -7 E B
BORMICX VBE (BRERH) LREERS (RE) OBRCBREFTER DI REMMTS. F RTH

DRI

2. WP L URWHSE

LU 3 EULR L VR THC L ) BERTLE %
BIZAL, WRTH X DR L.

WREKR S O MEBREHR—NILFERSEE T
WP 28 L. &BFEET, jack knife 62 & L,
IFEAEECEEUEEZES (K1A), WEUEEE
THMLPERS LB EO MR RR L 2 SR LIS
BAREM ¥ (F1B). Soave it THY, ALON
BLF3E 5 & % % muscle cuff 5% 51X 37295, BH
3 5?13 pull through JB&E O T, muscle cuff #FE
THZLERECH - 2. SN L BE 0L
EHTWE, U3 BETREEBSHO THAHER
TED. BUCIhEBELOBMSRMEL, BRI
FRLY A BORI b THEREEELER
s¢5 (MI1C). 2L THEM L2 BEREs WE g
KELCHDiAA, BERIMPOREL, ILMELH

FBOFEBHPE L L BETTRHELL (R 1D), kKR
BRI hE 20viayl I2X D 1B TIT-TED, HL D
FEF 1, 2, 4 TIRFEBRC 1B CRM LA, ZFWICHILM
EXMEL CWBESEE, 23RBS hTHACRET 2
FHELRASETH o ThIZL VRBEEBRSOGE
CBREFEL 720, BHERCTHARICKA L CHH
L, & 55 LA PER A b kIR E LTl
L (R 1E), EEVBIsRAmcEe L2 (K 1F).

WHREBEIVHATEL, EAL 2 TRHZIH
BEIVESIHRE LY, WIhdHECL 8O
MERZAEU 2D, ZRLBOER TSR 1L EBGE
Lz

m # R

#HE TORRILPIE Soave HENEATH 5 EL BB L 729
Pk 31 flC, 78 (225%) WD EHIEBFRLA
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1 WFHIEG O REH
: Hirschsprung A e g
G PR 4 0 type EPEEZR &
1 L) 6 long
2 B 9 long
3 B 13  rectosigmoid
; A4 W AR
4 % 12 long mental retardation
5 B 12 short
6 Ll 9 short
7 #1383  rectosigmoid Mowat-wilson JE{FERE

long: long segment aganglionosis
rectosigmoid: rectosigmoid aganglionosis
short; shortsegment aganglionosis

B2 JEF) 3 O DAL S

A ELWBLARSELZA. B LM CHRE
(B EZ20HNCAS 4~ (SR PR TR S,

7z WEgEROFEMZE LIRT. BIR6 M, B 1HT,
SERRIE 105+2.4 5, 3 7% long segment aganglionosis,
2 Pl 7% rectosigmoid aganglionosis, 2 #l %% short segment
aganglionosis Td o 7z, JEH 4 137 4 v AN %H T
¥ mental retardation #3& v, JEF 7 I& Mowat-wilson fi
ERETH o 70, FIFEPTIMPERICHERL (22),

HoNIb&RE B50% 6% 20144E10H

MrAEH 8 HELE, 1H 2 BELEOMEIEEBD T,
PITF AR RO A 2 7, EBER- LI FMPER
RO P FCIRT 5.

HEEA a7 ($22) @ #iRi4#) Poor T, PHEX 2713
142504 Cd o 72h%, W1 Good 2 #l, Fair 4 #, Poor
T e Y, PR A0 7 & 475231 LHFHT & B LA
B EAL T (p<0.05). %2 Th, ATk b EE
CREM ot BHEAD T, [E#2) M3, 5 6
BHHEA 27 OEBOHHAZ O b 4 L% h, BOTHR
WA S L, SIS LR R 05 o 7o
w1 2 4 GERDY, HELD T EHL 218
WD ) OFRZE S N b O0REIIEaITY
T (PMEA a7, KON 2), HFIIEM4 TR
Ml & REBEDE S Wihdo o BIERD RIF R
BRI RED] 3 TR TR Z LI X AP v ba—n
RAREE Y, 5 6 3ARAOKETIC XY LB
U EITI OAERolz, JER 7135 1E/ H
el 2 AT & CHMERE DO KRR e 2 B %
Todz, FEFL, 2, 4IZBWTIEHBTANC X a8HED
vihu—nofy, Hioy r¥EsEoERIck yPEa o
T—b 2 RA TN A,

SR (£3)  MEBGETRELZEN 1~6 09 5,
WA TR % 1T L e o ERI 5 2 D2 E, &
BICHIRT W A O E B NIRRT RE TS o 7248
BT OIS b A OB BNERERTIE L R o X2
(3).

JLPE R R IEE (32.3) @ 4080 o e RAL P4 L E
1268107 mmHg LIETLTHBY, AFEHE 849279
mmHg & FFIC LA LA ¢<0.05) 2%, #ik2s B~
LEDEICIE U7ER L~ 6 T 37.3 + 146 mmHg &
BT LTB AN & EFEZTD L o7 (p=0.08).
Witk 3 2 B THE L 7ER 5 @ 8ch JLFIMENEIZ X 5
I TR L LS BREEO 01210 L 2 EE L2 TERR

2 MAIGROPER 27 OEAL

A7

HrRTHEEAR a7 )
FERY : - FgPEfEa > bo—n
BE ER KFE ER AR ER O ER KE Bk AR

1 1 3 0 0 1 1 2 2 1 4 BTHI,

2 1 3 0 0 1 1 2 2 1 4 AR

3 2 3 0 0 2 2 4 4 2 8 TE

4 1 3 0 0 1 1 3 0 0 1 —

5 2 3 0 0 2 2 3 4 1 6 AAOHECHE
6 2 3 0 0 2 2 3 4 2 7 ARAOHBTCIER
7 1 3 0 0 1 1 2 4 2 5 b
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=3 EEEE, BALMESRLE tohoftii

EHAERARR BRAMME#HIELE mmHg .
FEBI WkEHHE

TR Vi CigIf WEHE iive ks
1 TR ] HE 10 50 26 BBk
2 AUTEE T8 15.7 60.8 20 EUBER
3 gk Ll 31.9 625 31
4 T HE k5 25.1 1035 44.9 BIEER
5 EBEE T 40.9 115 64.9
6 A B EIR: 40.1 75.3 375
7 EEBOBEE 243 127.8 FE AIBERA
RIEFAENEBHE 2 PHPS 1E T
v % &=

®3 563 OWHBOEEHRE

A AFET. ILFVE AR LR S A T &
. B iR ITMESEHE Y EBMICERA 25F
TEB Lo TVA.

7 - - G 7 = = - — = ; S ——
4 JEP5 OWEIHRO 8ch LFIRENREIC L 2 ILP%
DIERE
A fiiRT. BEAEESBRAGREZEL TV,
B i35 A, BHENERMR L AE CEb Shn
Beds L= B EIC O BIC X AR ST n 5,

T&L (H4).

ZODFERE © ik 4 PlICB W CRIRE R Eb
A, BEOMROAZLETY, WL LEFNHICERE
L7z

FEEEL TR TOLRIMBE VY 2 ATV Y 75K
WEMOMBEIEL L TEREPEELOEHEIL 0%
PH50%UEETAREETTLRYODELDENLDL
N, Gosemann 5 O literature review TiZ £ 51 L 72 860
Pl o4 Bl (25%) CEEEFDoLBESNTY
2% ZOEERRBESAZEERELVREVL 00,
B2  NBHERESRTCH S L OEHISA
HICERLARETELY, 2hh o P EEROMEN
EUATMERERZBEHVICLTWS, bhbisERL
L 225% TH Y, Gosemann & DEFOIFIZFY
CHLrEETHL. bbRIFMES L L EERLE
i, Levitt 5% 0#EIH B, PR L THEULE
EELECRETH o7,

WHOVEZERICEELZELAETFLLT, Levitt b
3 QEFZILFE DR (intact sensation), @HER
ZHLPFE#E O (voluntary sphincter control), @
W7 B%EE (appropriate colonic motility) @ 3D %%
FTwns, Q2w TiE, EIREED I~2m O T
OARILFEICIZER F AOMEL L U 27 5 &
BEREBNHV™, COBMEEELRZVIENEEE
Eh, AHROBEOREETH S Soave bINLEE
EHLTW3Y, BEDOE A, Soave EICHB T 5 EE
ERYEDTA Vi, ENRHBEERESERVED
WRREEZ T LT 2FHEO 1D 5—F, OB
REFROBFOLDIMEODM, WREL V1~
2em Ol TREETHHRELH VO, LofiEL
F & % consensus 38 bR T, 4 i prolapse
B XV BERZITY, BEEEZOBBIHREON
S5mm O FETE LT, AL 2, 412BWTE
BEXRAbRLRY GHEX2T, BRD O, HE
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WHEB L UWET 4 YHILMHLE E, EH OB B
EF QDALY O IS 5535 % SR U - WTREYED D 5.
Fie, bRbNAHLIE LM OX B L U 2fER T
WERBALMASE L i L, IS ELEORT 278
W, FEBERAC B W ORI AL 2 > C b AR &
BT E R ole. SO WIREECE U AW ESED R
B E LT, Levitt 5%, ARl X 0 ILRIER 5%
MR L, ERORT@OMMEREORERE2 2L
LMD B L LTw AN, AR X0 ILPIE G
BREREL BT @ vy 2HEY b b Y, #Emo
HHLIAHTHAH.

x DO LK RS 0P 1, BRI PHER
$ OB IR XD T, i & eI
R siAET A LI L E X 5D EE O
e Sk g NCH LT T - T b, HILFIERE % %
HIERPBRENT S 2 & TILMEORIERE  LigiEr
WT 5. KRS OWETH 4 ORET DIBRILME

HoIb&RE 5046 5 20144E10H

PR PR AR LA T L O { AMIF PR E 13 B ©
HhH, ik, SOOI, EHILME MY
THZELD S, FMEHRER /2RI L THRT 5 &
&GN & NP AE @ 1 C O flap valve mechanism™ 7% 4§
R hT LItk B EEZONLY, BRI L TR
BORRE S22 0THEE LT, BAOMESICHL
TS 42 BE 1 biomaterial 278 AT 2 FEDFH#E ST
B Y Shafik (3 & o> T M 5 BE R R O %R % cushion-
effect EIFATWAT, F W7 &R ITBVTHE
SR O TG IR E & 7 o 22 O3S PR 5 4 e
WTAZ L TEOBMEPEELLLDEEDRSL, b
b LRI RE PR o RPN B W T Z OFHFIC &
DD CRIFRHEEH LN, ShF CIC Levitt B
BNy a AT Ny THEIFEROLIE OB & 2185
A UL PSR SS AT OB RO RRIEC DO W TER
LCw A% 28 HEOMRB & ORI W T O
HIRAHB- R S i,

5 EE 4 ORFETH O M
A JIPAME. BB R ARAMATIFEBICE L, WREIHERTE 2V, B

AR 8ch ILFAERIE

KX BIMEORRE. MoEN L FFCEERERMELS, AFEEBEZEL TS, BRMRAMER. 6L Mg
BEETORIC X BEEEPRIBENTYS, ¢ EHES2H. BERNERXETL, #ELAURZR X5EELTR
Bz BoTwa. D WBTOEMER. IIMERIE LERNORIEF TS 2. E ARE BEAIRERT
ETWADILPE R LR L 2R Tl L K& REMSR S hn
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—%, WAL DV EEOREND o EMICBTIED
AREOMELELNZDDOEBERITLICIYEY
T, BRIEF 4 TR L RE 2B EB O WIR
BThol. ZOEFTIHILMAHE L pull through &
OREFEFEICRL, WaIA P IMIEE, ®
BOLFIEDBRERZIEE L TEESEZE S ('
54). ESICAMMBORKILMERHILECERELZ
BT 5 &, ILMEOKRADHEEER L 2-TREM D b
(H5B~E), Th¥HEEZBEOALdok—HEER
TWw5h, ZOREMD, ILMEBRAT CIAIMERAeLT
DB R0, Thz 1ETIERL 2-3BERTHE
MR I HNIVEEZ TV,

AHEISEFNE D 4% (BBBHEHR D ED, &7
K, eVT 2R T NV FFEHIBICILMOZE L Witz
BL, BEXREZBDIENCTLERLZELLN
5. —F, BARICBIFBLLVY 2RIV THRICHT S
FERALF9 89 pull through A OEEREEIZDOWT, WEEH
B7xu—LaHEEdnl, ERPEERELR O
EUHEOBERCFEE OB, Ffhicdks o
EEEPHLPRLTW, WS BOEELRELEZ
bha,

CORIIOWTHETREFREREIZD Y TEA.
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Anal Canal Plastic Surgery for Fecal Incontinence
After Transanal Endorectal Pull-Through for Hirschsprung Disease

Yoshitomo Yasui, Miyuki Kohno, Tsubasa Shironomae,
Tsuyoshi Kuwahara, Sadayoshi Takahashi, and Takahiro Oshikiri

Department of Pediatric Surgery, Kanazawa Medical Universily

Purpose: We performed anal canal plastic surgery on
patients with fecal incontinence other than overflow incon-
tinence after a transanal endorectal Soave procedure and
evaluated its efficacy in restoring anorectal function.

Methods: The procedure was performed on adult patients
and reported by Ohmi et al. We applied the technique to
patients with severe fecal incontinence other than overflow
incontinence more than 5 years after a Soave procedure
and evaluated anorectal function using the Japanese Study
Group of Anorectal Anomalies (SGAA) clinical assessment
of defecation function score, contrast enema, and anorectal
manometry.

Results: Seven (22.5%) of 31 patients (6 males, 1 female)
were indicated for the procedure. The patients included

Key words: Hirschsprung’s disease, fecal incontinence, anal
canal plastic surgery

Correspondence to: Yoshitomo Yasui, Departinent of Pediatric Surgery,
Kanazawa Medical Universily, 1-1, Daigaku, Uchinada, Kahoku,
Ishikawa, 920-0293 JAPAN

three with long-segment aganglionosis, two with rectosig-
moid aganglionosis, and two with short-segment agangli-
onosis. The mean preoperative SGAA score was 1.42 =+
0.4. Postoperatively, the mean SGAA score significantly
improved to 4.7 = 2.3 (p < 0.05). In particular, patients with
normal anorectal sensation showed marked improvement.
Five patients who were unable to retain the contrast mate-
rial in their rectum preoperatively were able to do so after
the operation. The mean maximum rest pressure of the
anal canal preoperatively was 26.8 + 10.7 mmHg. Postop-
eratively, this increased significantly to 84.9 + 27.9 mmHg
(p < 0.05). However, by 2 months after the operation, it
decreased close to preoperative levels (37.3 + 14.6 mmHg)
or showed no significant difference from preoperative levels
( = 0.08).

Conclusions: This procedure is an effective treatment for
fecal incontinence other than overflow incontinence after a
transanal endorectal Soave procedure. Evaluation of long-
term outcomes is required.
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SENIVEE S

WNEALRER T O—ERFOBRERICHSIT NS HA LY T

PTG B B 2/ JR B A
® T — M

£ g

;7 u—PEEEE, DNRI0FTADD OEMBERN 2~7 AL, AEHICHEBENI RS
NARBT, HERE LTSRS 70— PERERE (UT, ME) %, 2oFREREE
£ T vsk, &I THROBEBES | CHs L SN, [THEOBREAE L - I5E8MT:E
AT (FFA bHAY) WERFREERLE TS Vs BlEMEEEHD, KEOY V7 RE
FORSY U THER E T EEZONTE ZORERCESHT, RECENEEZRT
A7ud FELREIHEOE-2/EHD, THREBEEORETHLLINTELR.

LA USE4E, ZORERICERMISRITITIONTw S, $hbbAER, [EhikAE e (R
FH4 b, 2ZRMEEDEENS), BIXUFOMES V37 OBEFN—RILZERTH 3 |,
L) [RFYA MEER] MEESATYS.

FIT, RWXTH, FTREOHREGOEBL RN, RICRERBINLR YA FVESIC
EOLHERBmOFPORBN 2 DO ZONTE. Thbb, RNV A MERETIHFO)
5, CD8O0 (ERHMERRMBIZEHL T HROEELICED 2 XS T) LTV IV RTF ¥
B & /%7 4 (angiopoietin-ike protein4) CEHEH LT, IhODFTFOEERENSY VIR
FEBRTIBFICOVTHENRS. BBICR FH A VEEHCESOIREREEDO R FH 4 b

OEBEERICOW TN S,

F—T7—F RS 7 —VERR, NEEBETTERT, K F¥A b, CD8O,

FUVFRLFVEES R T 4

T

37 u—VEFER (nephrotic syndrome : NS) 3R
FIZF NI KBICRERL, COR, v
YN BEMNEA LR ST, ANETIERCE
BB LT Y RBIESY V7 [EDRER
ML, BHTA TOHEZZLONH B,
KDIGO (Kidney Disease : Improving Global Out-
comes) DEMETIE, ¥ VNI ROFKEMEL LT, RY
YRy - 2 LTSS v HZ2000me/e B, BEIROR
¥ vy BEZ300mg/dL, $ 5 WVWIERBKETOR
FUNr 23+ LTWAY, FETNVTI VIE
DT, M7V T I VEES25g/dL & LT
B0 BE, By vV IECEsTEaL ATV

MR HERR ¢ (T573-1010) #XJ5THIT 2—5—1
BV EER A2/ NIRRT R EF —K

MEPEREDFRD S BD, BETERW,
NSWE/MNBIOFADLY) 0EMBERBS I URMR
BIRED, ThEN2~T A, 16 ARIETH Y, /NEH
B LCRONBERTH Y. ¥ V37 ROME
TREE - BEIC L o THRREM% (idiopathic), JEREME
(secondary), B LUK (congenital) WHHEHEh
B8 (K1), BRYENS (idiopathic NS : INS) 2%, &
D 0% %55, INS OEMHGEE L LT, ART
&, /721 B NS (minimal change nephrotic syn-
drome : MCNS) & B ARG MR BRTEALEE (focal seg-
mental glomerulosclerosis : FSGS) 283 & A &% 5D
%, BTH 80% LLEik, MCNS, §7%bb M HEMEE
THOLIrZEEEZROT, EFHEMET, KFEYA
(podocyte) & &\ id7: ZJRMME & FEIEN % R ERIK
L+ R4 (glomerular visceral epithelial cell) @ R Ze#2
DIE% (foot process effacement) P FHALZET 5 D
DHEEDBY. ZOE, BADBELIEIRELERS
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(3% 2). MCNS & FSGS DR FIZOWT, B K
WX BRI ADERTH DD, —2>OHBORIE -
R (MCNS) &aef78y - HyEp] (FSGS) TH B0
POV TIEE, BRI Cw a0 EEmE RTwi
‘/)3)4)‘

INS OFHEIE W E 2R Ch S, ZhEF Ty >
3Bk (R T M) OBEREIC Lo CHEEENDE
SERARIEELE MM T KT 2SR R D & Vo8 7 RV
DOEZLFERE ST X 72205, BEORZETE, RF
VA4 boOEENERTH VP EENSN TS, #
ZC, ARFRSCTL INS O REROZEAE L H LV IGHE
DU R E BT 5, 2B/ABO INS I LT,
W, EHEMETb V2, MCNS Th 5 PENER
WoE FHmE4T9. L LR INS @ 80% LIk
HMCNS ChHHELHFE X, KWL THINS &
MCNS % [fgEL LTk S 15,

#£1 A7o—VIEERBEOSH

A S (—RPE BEEM) R U o VEER
TANEEALI 7 o — B RRE
IR fi s s B AT b
TBEPERERE
BRI S
PRI VRN i LS
B, fEMREME (kb BSEH) 7o —EiEeER
SRR 4
=T AP
IgA BE
T8 I PR B REAE R
R EIR AR
T VR — MEGERH, Y
C. SRR 7 u— VR
74 Ty FEERES 70— VERE
U F AMERERETE(LEE (79 v AT)
(ERsE—F2: A7 v PRS- KEER 70—8
SEMERE. /NBAE 34 766-770, 2002)

1325-(11)

MCNS D45 Rl i D 2218

&

1) Shalboub O & 145 % WP HE K F

MCNS @ 3% E 3 - oW C i, 1974 48 {2 Shalhoub
BHEE L7z [ U BREERRRE H] HEIEULNRT
&/ b b, OMCNS OBFTEATOA FAH%H
R e R 2 &, @ MCNS O BE W, BB IR
Bz e@mMyoz e, @OEME) Ao RFIC
MCNS O&EA % W2 &, @ MCNS OB # ) ¥ 35k
WEE RIS B TTE R T R BT A k
® MCNS DBEDTHH G ERBERD S VIHERLSE
WZE, R EDOHER S, [MCNS BEO T MilR%E 4k
D) UONBRICIBERESELTEY, A500
MEEBEILERT 2 BRI EET L. ThoomE
EWPETCHER F2VERIRACEIE O & ¥ 28 7 Bl
RIS, KEOY VNV REET] EFEZbN
T &72997 ZZB8 MCNS OBENT7 7 = L— 2l
RSB T) ORT, AT aA FRuBEfsEnkIk
R BB A ERH B LR ERL LMD
M EBETTER TS 7 ROBBICES L Tw
BT LATHED RHAH L,

Z ORGSR, %  OWFEE I MCNS 1BV 2 %%
BYTTHEETFERE L &) LRI o7z R
¥ Koyama & 28 MCNS B3O T #ilas S Ve L 72
ATY F—<DRRELFEEL Ty MRS LZEZ A,
TWRPITY VST RPWBL, EREAE - R FEYFA
DRIEROWID R ORIz E MBI LTBE, )V v 77
A4, Thbby URREKOY A P A VS
MCNS D& Z B TTHEERF 2O TERVR L)
EZFHHEEINC Y, EoBEIEET R 1990
ERBMELBRINZ LT IEPLERERO
MCNS O BEIMFEFPRICBWT, 4 ¥y —nufFv
(interleukin : IL)-2"9, WM L2 A4, £ &
% —7 = 1 ¥ (interferon : IFN)y", IL4"% 1L
129, TL-18", HNE#F3#5EHETF (tumor necrosis factor :
TNF)-o¥ R & W& EF (vascular endothelial

g2 NEMER 70— CEEROBEE

ikl AR (16 AR ) BA (15 /& BLE)
AN {LEE 83% 28%
BRI B R R ARG 8% 15%
BB 1% 25%
FEE R T ¢ 5% 12%
M DIETEVEE 5% 3% 20%
&t 100% 100%

(Cameron ]S and Glassock RJ, eds : The nephrotic syndrome. Marcell

Dekker, New York, 1988)
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1326—(12)

growth factor : VEGE) WM L Tw5 Z & 25 E
ENTz, E72 B BT O MCNS BE»HHHL 72
RIEM B E SBEERELC, 20MBERy L
A2V THELTELALLBCEETNESA b
B4 BEERRIE LR IL1P, L2999, IL499,
IL-10%, IL-12%2, IL-18"% TNF-o® DELETTHEIFED
5B &I HEDMERNE EHITMCNS BEY ¥
NEKITBWTIL13 D mRNA DRBEHTEL TV S
EwHRERL R ERLY.

IS DERICET VT, 2000 EEA S 1L, MEE
BETCERF L ENET A P 2Ty TR
E5pZ bR, FOEETFET v MIER (transfec-
tion) TBHZET, ¥ ¥ 37 RP MCNS BB 2T
A (RFYA FORSEEEL2E) 2BHLX
LT BBEDR P E o/, BHEED LHERIE
SZdro 7z BRI, BREHRDO MCNS B&0 5
BB L7z VEGF ® TNF-a #5 v Mc#RE L TREL
ERTIX, AERI VN ROBBRERDONE
Po?zB0 F i IL13 DEEFET v MGERIRH X
HekZh, $UNZRERFYA DREEDOHEEZ
ROl W HED H LAY, EBRICIL-I3 D, F0O5K
BICESELTWAEEZLNTWA T LV —HIGE
DBRBIIBVTIE, BEY VY Z2REEhw, B
1+ ? X 3T, MCNS 2B W TERIBEAEMNLE D58
HTERTF & LTERRLBREOEEE L > T
FEENFTFERBEREINTW RN,

FTAMCNSZANN—THEOY Ty hOE
#, bbb ThIMREE Th MEORSE CHEL
£9 &5 BH%E D 2000 ELIE, & B Sh 2?2
HD X ST, 1986 4E1C Mosmann 525 XD T i
2U—VHEOF AL P A VDRI — V DENIC
FoTThIMEB LU T2 MO oDANIS—T
MADSTEOFEZRIEY L TR, £< DREPRK
BT Thlfil: Th2 M NS Y A L TR
THEAYThb T &7z Zhid, ThlfElEE Th2 M
AL EB YA b AL U RMMEBICEEENS YA
FAA U, BEVOMBELZIN LAET 5720,
FIIREE T3 Thl MM & Th2 MO FRBEHE L T
VAT RMRH L5 TH D, MCNSIZDW T,
Thl MIEABEM & T 55 DD D BAHO, Th2 Hija s
BREZRBIEVT RS LT 5 b DAL WIDD g
B, Th2 B e Sha7 PE—BEFELZED
TUNFE—EBROGHFRIEMCNS DBREICBVTE
WZ ER, MUEF IgE EAE W &) BRI R
751, [MCNS Tid Th2 fila B TH B L v
BREIZT AR TV, L LEESI/NED MCNS
B W T ThIM R & Th2 M B8 @ = (Thl/Th2
) RHE LR TE, URBCHRE L ERED

AAVNERESHRE 118% H90%

MEFELEMIRONT, FLFAEHROBEPEL
HELTHZERROA P72, L2 T MCNS
KBTI Th2HEPENLZRETHLLWHIFHD
AV EVFRAEBRLATVR W,

2) THIRBREEHORRE

BB & 512, Shalhoub DIRME L7z T M ER
FHEEnCERT A MEBBMTERTFICL > TS
U RVBHET B L) REE, EEIFHEBS
WTHo7z7dil, L OMEENFDREICE TN
TREZ2ToTE2 ZRICIEDHLLY, SHETH
BHO» A ERIBLATHR L. Z0OHEEE LT,
OARD INSIZBWTHE, FEIPBFR-DOTERE
Th¥, 2070, MCNSUAOBMME (2 212
FSGS)nBHEbEEh, SRLBZEFENRELT
WA RSN S B, QPR INS KBTI, BHE
HERPCATUA FHFREENE7-0, BHRBOMmE
BERRAF UL FREBDOIDTHB LB IR R
V. FOEA, VUNRERICEAYA VA4 VEEED
PEEZ, MESRICEEL RITTWREYND 3,
@k 2, WPH, A7 FEEHOWREZEIT
Xz LTh, BE (FYRIREE) »o28IT
OHEIICT A oA VOMEERBEDL, —KREICE
LA ML VBRI D, Lo/l bdsE
Abhb. BEDk%, BRERHEICBIZERLE
NICEAREOFRBOZ L E» 6, THRREER
HICIRBEFB-NE I otz TR
MCNS EBOREL ERT Y KKV Sy A T4 K
(lipopolysaccharide : LPS) % T i & Bfifa% & <
SCID (severe combined immunodeficiency) < 7 22
5.1 TH MCNS & EHLDORREE & @2 NE LR
bhaZ Ly, MCNSOHEEE LTo [ ¥ 5kikek
BEH] ® [THEHEREH] CBHE2RT»T2
Tl ERoY. BERICD, IE, BEIBMED INS T
Hah, AHEFPBVIEPLEBEIRLTWARY Y F
¥ <7 (rituximab : RTX) BB O EERE
CD20 T 2E 70 —F VIRETH Y, FO5E
ARAEMO BEABICL B LIS THAINE
b b, THIRARREEE ) T INS ORI S
TERVWOTELZVD, LEZOND L7
E5Y INSOERE T, THREOAZ ST, BMED
BHEILELTWAZ L RRRA LI LMk T
MR EEHICEAR NI S22 B2 holt®,
3) KRRV A MEEGHOHE

FO L) BIRTOF T 1998 4, Tryggvason 5N
W—TWHELE [74 V5V FRERENS ORR
Z NPHS1 &£\ ) BIZFERTH S, NPHSI EF F
A MPBBETAIRES O TY VA== T 7 IY =D
7Y ¥ (nephrin) EWVWIHIREH A DAY v M
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FR265E 9 A 1 H

1E
MyQ F-Actin

a~actinin-4 TRPCB

1327-(13)

Phospholipase-Cel

CD2AP

Podocin

Fenestrated Endotheli
1 Ry A b oMHHRE Ly v o8 2 BB R BRET 50T
MyolE @ Myosin 1E i TRPC6 : transient receptor potential cation channel 6 ; CD2AP :
CD2-associated protein ; GLEPPL ! glomerular epithelial protein 1 GBM ! glomerular
basement membrane. (Simic I, Tabatabaeifar M, Schaefer F. Animal models of ne-
phrotic syndrome. Pediatric Nephrology 2013 ; 28 : 2079-88, Figure 1 % Springer Sci-

ence + Business Media O #5355 CIEIR)

F3 R A FoJRERY % (foot process effacement) @ JEK

(1 b2 )

1D A MEEEEORE

2) JREHBMNO T 7 F »ERONEE

4) EFYA OB RO

58437 ¢ Nephrin, Nephl, FAT, CD2AP, Podocin, TRPC6, (Dendrin)
3457 ¢ o-actinin4, Synaptopodin, Rho GDIo, CDKH
3) SRERMBEEERL R P A b SREREEBE AT O E
BIHF  SPARC (secreted protein acidic and rich in cysteine), o3-integrin, laminin-B2 chain

P45 F  Podocalyxin, GLEPP (glomerular epithelial protein)

(BRI AR LM (RES 1 N) ofTApE IHRERES 53 11-19, 2007 & h —#58Z

LCBIAD

(slit diaphragm : SD) #ig 2T 25 vy a—
FLTW A 1w ) WG, Biges Mt &
I L TLTHERTLT ML MEBWT, &Y
RO BROBBREF TR B0, RFEYS bOSDHE
ETH DLW HERFTARBE N o T
MCNS O HEEHIC B r RN Thbb
[MCNS OE5EED, KFYA FBITERLIC
M55 SDHEESY VN2 ORETHB] LI N
FALOHBETH B R A ML, BEICHEL
MR T, RERMEIEEREE (glomerular basement mem-
brane : GBM) & #Mill 2~ 5, ZOFM 8 572 2 B
el dEh A, BFY4 ML, RBEREZofMiCik
SENBHEHICLTHFETAHSDICEoC, My v
NIZBFRPICENLADOEHWTNS (F17). /2R
FH 4 roRERBIET7 2 F ¥ (actin), IFT VI

(myosinIT), -7 7 9 = >4 (o-actinin4), %V >
(talin), ¥¥F =) ¥ (vinculin) ¥+ 7 b RF4 ¥
(synaptopodin) THER, &, 4 F 3 v 7 LIUEkz
HL, a3pl-4 ¥ F 7Y ¥ (integrin) E VA 1 YA
> (dystroglycan) T GBM ICEZE SN TWBY,
REGFA PR SDOHESY V7 OEENY Vs
REBISBIT I L, ERELETF VBN TR
BRTHBY F KRN NS Q@R T2 & i
4E, SD D& DRSS TFVHR &N, FRLENOMK
TN MOMEEHBHBELTETWEY ™, B
BHEOERE 2R Y4 VESESHETAL 4D
WA ENRD (3R3). Thbb, OSDEAEOEE,
@REEDT 7 F v EROEE, @ GBM RF F¥4
}-GBM #&HOEE, @F FY 4 FoBREFEOR
&, THHY. ZIT, WHETH, MCNS oFE#HE L
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