30 HACN Y IBOR T 22 HERE

em O FENGIE DR A 17 - 7203, A2 A 0RIF CHEE S Aok LB R g 11 &k B0
I k0 1E3 A TR L el (Fig.8), FEL, WA RS U A f3‘07:75> T AR
Autosomal recessive polycystic kidney disease HIz k3 ~Eo07 F =2 28T L3, H
SR BMICER - BRI L, AR CTEL LE A &8 b -7,
'i‘ U720 B IBIEEENT % ity U2z 284 %3 1S DFENIGRSEL (TUFD) #iE4]
GEIRGE L AE W] (Fig.9), MR~ L = 71ZC fwdﬁﬂ IZIRREDMETTIZ L D IUFD & 28 5 72D
T S 8 A A OF U KU B S OO, BB 5 (41kD84%) T - 7= (Fig.6).
AL =7 P& 1T % itz 5 B HIZFEC L N v’a 4 BRGNS S gl i
WEW (Fig.10), (hERIeE ) > 7 s (Fig.11) PIEIZTUFD &I L, 2 DFiIHE & &1 :’ﬂ’:ﬁ“
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a: 7Efa 2538, common AV vaivet_at 5%%@![}%%& EDIT, BREDE
HE (&58) & BapE K DR (&) 25388
b 75082638, =eFEFRIC L VDI itf)‘ U, rL\H‘J%B%ﬁ@%Hﬂi*% <,
BT A% & &3 %%&W%@Eﬁi(%ﬁ) EERO
CREPIR « MAERTRHE, REVDEAR HBIRR LU —EEE)

Fig.15 mEid#f & & - - hiB R R R BED
a:7Efh 188, BEDOXIE(KH) #RY
b TR 1638, HEEERICNEEE (R5E) & JE*W&E&(%ED)%M
KRETTR © HAERTERE, RE/NEAR B3R L U—EE)
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WY R— b7 & 508085 -7 IUFDIE THEULMIZ TURD L2 7 9501 & 58 7= (Fig.14) .
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38M) Tdp-7=. FOIEEE LTI EIRTER l'—‘Iﬂ Wb & 28 - 72 0 il &35 191 (4 & o
(BRI & 20) 23 101, REYLANE 6 il (Fig.12), 5%) T, #li HTO)(U B e i 14504 T
VBEASI2 (I (Fig3), Zofth- AWISHITH - Z’o o7z, FONREAD &, KRN W 9,
oo FAZHOREMO D B I3HNC EEE LT 2k 7 cystic hygroma ’(’11' MR R K (Fig.d
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§g.17 s & 4 - /= cardiac ectopia J a b
a: 148, NTZEBSNER, XKOE£5E U OEIEFEKAICHES.
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alopagus T/0 - FF & 5.
=B e o Nl ) o

b : BHEGIOTERR1 7188 HEE.
B-BETREOERE
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Fig.19 i o -EEEBRHER alb
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B EBE TYgql

TEGUSRES - S ALARAREE < BB (ID) I 0

WG IRE FEEE 2 £F o 72 SR M E DL i

i

Sr8 A I K

U &I

Fe R MEJHE AR GE (congenital biliary dilata-
tion : CBD) &, #RHEHE %2 & RRMEIRER &5 -
HEAMER 2R E T2HEEOEKFTETH 2,

—7%, IBRMEREEEEIIGE 8~12 BOIFEHE
WRICE AR - BEOBEIC LD ETHER
HETHB, TOFREBDAGICOVTOHREIX
JERICEhTH B, SHEbitbitid, CBD &HEE
REEEDOEHHZ R L 72O THET 3,

I. &

EQ : 2%, B,

E5F  PHEEE KB,

BRI © fElR 4038, BADBICTHE,

HE -FHECEELG L, 2RICE-125&D,

g k& O BT

X B E B

KB EOHHE & T, ARIET, ERE T4
SNB LI il ol, REICEL, BRELHEHEL
727=%, BIERZZ, 38ICOFKEML, MEHRET
JFEER - BEEO LR 2RO FAARKE R -
7o, WBEFEREICCHEE L OBEE IR T IR
N, CBD OB TREEIE B i SRR A
Bt& oz,

ABRBFIRIE - & 811 cm, KHE 97 kg, #IR
37.1°C, iz l, EHERL, BESVHEHEK, FH
L, FPIRMEZL L, EEEEMA T, BiREE
Vo EEN

ARIFILRIRE : &k 1 &,

ERATR : BE8 CT : MfllIFE 2 & FRAEE T35
AT, BREE 75 mm OFFEIRIERS b, -
EASRET RS, FTHREIENREICATL
THEEZFEL T2 (K1), MRCP : Ml

® 1 ARKLRRE

[ ]

WBC 6,710/uL  (2,950~8970)
RBC 460 J5/uL  (437~580)
b 12 g/dL  (136~173)
Het 365% (41.2~52.9)
Plt 36175/l (136~323)
[Aqb2]

TP 6.8 g/dL  (6.3~74)
Alb 45g/dL  (3.0~49)
T.bil 09 mg/dL  (0.1~1.1)
AST 83IU/L (13~33)
ALT 148 TU/L  (8~42)
ChE 316 TU/L  (214~466)
ALP 1646 TU/L  (115~359)
GGTP 588 IU/L  (10~47)

[ ]

PT 102% (88~123)
APTT 69% (62~148)
PT-INR 1 (09~11)
Fib 185 mg/dL  (200~400)
AT-II 136% (80~137)
LDH 302 IU/L  (119~229)
TG 107 mg/dL  (50~150)
AMY 1791U/L  (37~125)
BUN 3mg/dL  (8~21)

Cr 02mg/dL  (04~11)
Na 138 mEq/L  (136~152)
K 39mEq/L  (35~50)
Cl 102 mEq/L  (96~107)

¥ ROKRFEFHH BB - DRSS (F879-5593

ORG D E S REBANRAMY R R B

AR T BRI EE R o B 1-1)
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BHig

e <<2gt/ﬁ§
<«
v
V:.H:
:

+ I8

B 1 EECTRE
NS LB SAT (RH) LTR Y, BEEERA 75 mm & IR
s, HFEE (RHEH) E2cn BHHEIN TV,

X 2 MRCP
BIBERIIBR 75 mm KRR L TR Y, HREE ELCBEEOSM (RH) 2R,
HBBEDOEZIZ 20ecm TH o7,

ED O RIEE I T TEBRROIBREZ RS, &K
I 75 mm, FREFBEARE BcAamL,
2cm DHEBEZHEEL TS (K2),

ABEHRE  AB#ICIEE & EE (Thi 130 mg/
dL, D.bil 85 mg/dL) »SHIEL, MEKEEILT
WBC 11,050/ L, AST 1,047 IU/L, ALT 446 1U/
L, ALP 3178 1U/L, GGTP 9731U/L, AMY 231
IU/L, lipase 252 U/L, elastase 4,286 ng/dL &,
FFRER - RO LR 2RO, B - BEAR
BEIEIRER - BROBRLZHL, HiE,
TR X O ERSRBREEEREDDDL,
ABE27 BEICF 2T 72,

FMEAR : 2 F B TRV, EEHIC5 cm @
HECIBE % I 2 PR U 7z, BHEERE, Blo 2k {EE
A - CHELEAANESEL T, FFEE28HS
PleL &) ERhAR, LoL, DMNESEHEX DI
FIEE~ LN 3 & 9 ICHTL 270, HiFE2+45
BT L TE R, ZDRDEHERN
BRI E DS, Treitz WEIUERINTES
T, +IBE L ETREREO & oIS I BRI R
(Ladd #97) =R, EEVEREALME, DEds
BN HAE T 5 non-rotation B D IFEIHEEEGE &
B L, MIREIZIER L, AT —€ChH
FICIBE % BEI~EHE L TP O MiEr 2 HEfR L

- 352 —



ANESLEE Vol. 47 No. 11, 2015-11 1189

3 FEfvzI—v
ORI («—>), Ladd Ff («--»), HEBRERM (<), FE
EFEH (BR) 2T %,

7o FTIE, CBD IcX L CilfRilEES, MHEs:
B OGRAEL, ERAZENCIRAED e\ T L R R
L, FFOMREDIR, FFEEBRYEMN L ET L 2,
Roux-en-Y B@I%, +"HEBETTH» 5 20cm @
WA g IR L <, WAEZE % PR
EU7z, Y 40 e TR L 72, FFEEBYE
WEEBEIESAMZEC X IKET 50, K
FERITIE, BREEO MR W X ) s gk
SRSAHAIZ R X ) IEERITo T, BEIEBEE
B TEBENoE 2T LI s, TEBE
HICcE LI 22 2ol £, BHEIREY
fE 125 L T & Ladd Ffff, inversion appendec-
tomy ZHEfT L7z (K3), MigradizRFc, M
%6 HE & hRROEEGIE L, FiEEEENWE
5 D% REo Tl 26 HEICGRBE L o7,

I £ £

CBD &, & % & T/ EE o LRI RB
B B3 3EET, I2IELMICK - HEAHE
HWrftoTwaY, AMMEOSEL LT, HX
B REATREEMES I AT (RGBS
AW, BE (ZRESHKRIEZICAT), CH (8
M EaTEE) o 3EICHEL Tw 32, HE
12, BENBE LS EBREPARLTC2m D
EEZHRLTBY, BE (FASED IR
THo',

® 2 F-HEEAREDELAHUIERER
SRR AEBIEL

$HIL - FERESes

+ieRESesE - B

A B e

AN A

VATER, & VUR

ASD

FERERGE

&y U fERRE

SRMET A~ A H YA RIRG
von Willebrand fE/EEE

e

s

b b b b e et e DO

(B 5, 2013 DIREER 4 k93

B SYE, 1990~2007 4 £ TO HAWE - [HE
EREEHESTEHEIN, 14 BUT ONRE
#1022 Fl2 S L, ABFT2HEKEEICONT
WEL 03, ORI, S BERE, +2
G5z - A, EIBENIEE, &WIREE, VATER
TERE, APEMRESTE, LDEPRBREE F
BEWNEYE, U VERR, BRETA Ay
A VARG von Willebrand fE{EREZ: £ 51 11 1
(1.07%) TH-o7: (R2). BREFEOGHHEER
&<, BEREEESHFIZESRIN VR, E
7z, BBIOR R &0 % B R HEEE, PubMed
TRE L& 25, EfIRE, KFRTHOET, '
BB Z &b BETIF, EXT2HDORT
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W s =sti) e Ex IR | BRIEREHE HEfT AT
Y | 2000 | A1 B | JERY-ENERE | BEIER | non-rotation | ILRIBAS IR, VAN, Ladd
L | T | A, mEGNE
HEHRSY | 2000 | 9% & | M , | non-rotation HHEERSH, FFAMBEEUIR, &+
________________________________________________________________________________________________ WG, BENE
GO | 2003 |1RROAA | & | M - GG | imn . TRIBE IR, FFE By AT, Ladd
N R b O, SRR
dff 7 | 2003 | 157 & | EE FEET KR+ i IR, PSR, &
A # RN CEFREHA, BB
A T T O e e AR
B | Arbell | 2006 | A2 5| #E FEER + iR L wd, BIBETEEY
59 * W, mEGE, HEFEEYE (+o
| aEisRRE, apple peel HUMBRAREAHE)
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UCHEEE TRT20ENH 5,
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CBD o & d e RBEHICEIT 2 & I3IEE I
INnTHd, Lol, BEEEBEE S, +2
1BIBEASY, VATERERHL EO&EIRES N
T3, 26 DRREFEIL CBD OFMIFHI*
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T —F 4 7 A 36th : 38-43, 2013
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9)

10)
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Congenital Biliary Dilatation with Intestinal Malrotation
ManNABU T0OJIGAMORI ™, KATSUHIRO OGAWA™®, MASAFUMI INOMATA®, YASUHARU OHNO™ ™

* Department of Gastroenterological and Pediatric Surgery, Oita University Faculty of
Medicine
** Department of Surgery, Oita Children’s Hospital/ Visiting Professor of Oita University

Jpn. J. Pediatr. Surg., 47(11) ; 1187~1191, 2015.

We report a case of congenital biliary dilatation (CBD) with intestinal malrotation.

A 2-year-old boy was referred to our hospital because of CBD diagnosed by abdomi-
nal ultrasonography. Abdominal CT and MRCP revealed the common bile duct and pan-
creatic duct formed a common channel with a length of about 2 cm. On surgical explora-
tion, we unexpectedly found an intestinal malrotation. We performed Roux-en-Y hepati-
cojejunostomy with bile duct excision and correction of the malrotation. We had to
modify the operation because of the anatomical problems of malrotation. Operation was
performed successfully and he was discharged uneventfully.

The surgeon should be aware of this associated malformation and have an idea of
alternative reconstruction for it before surgery.
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I. CEBRCBRERICEALET—Y

1. FERENSBEEBOREER LUHEN
Uzxo

1) Cohort %50 & DI

1997 4¢ Swerdlow 5% 1%, B EORIERE (F
iid B\ ik F Ve VEE) ©H 581075 Al
BT, BRIEE I 160 BEEREES &4 11
A (102%) iR, EEO—BADE LT
HIEBBEDOHENY 2 21375 5 EHE L 72,

2007 £E12 1% Pettersson 5423, {EZEHO/NE}
WiRE® 2N BIE 16983 M BT, FBEEE
56 A (0.33%) ICRR®, A7z —F v O—f&A

Yuichi Hasegawa  Mari Suzuki  Maho Takenaga

Katsuhiko Ueoka

" BN REERN L v 8 —WRER
(T157-8535 HESHMHAARKIE 2-10-1)

w oK h B

R E EZ R L H w®m B

#® 1 BEEEMETROFHIICEITDBEEED

FEERL
BB E A FERIEE LR
HEAT IR DAE HEGIE (95%CI)
....... éﬁ% 56 2.75 (208~357)

0~6 7% 9 202 (0.93~384)
7~9 1% 14 2.35 (1.28~394)
10~12 % 15 227 (1.27~374)
13~15 % 12 506 (2.61~8.84)
16~19 7% 6 6.24 (2.29~1358)
13 meAT 38 2.23 (1.58~3.06)
13mebl k 18 540 (320~853)

(Pettersson 5, 2007 & b 8| F—#pE)

ML TS O Y 2 713 275 6% & #iE
L7 (&1,

2) meta~analysis 2> 5 ORE

{FERE & BEIEE BT % meta-analysis I
X2k, BEBEEOMHENY R 7, 2007 48 Walsh
5913 58 1%, 2010 4F Cook 5913 4.3 4%, 2013 4
Lip 5712 295 & |MEL T 3,

2. BEEEMBTER S BERERRICEY

BIRE

cohort HFZ2IZ B\ >C, 1997 4E Swerdlow 5913
158 % cut-off & L 72#%ENC, FBEEERDER
AR Y R 2 OEERIC IR &0 & LTS, 2007
£E Pettersson 5%, 13 Bkl T O EMHES O
YR 223 TH o DITHL, 13U LT
A Y R 7 DS540 fE R 2fEIC B EEREL T
w3,

Walsh 5912 X 2 meta—analysis Ti&, FHIZHE
TFLIRBEEER & hRT, BEED U ISR
DEEBHEEBETIENY A ZIZ58ETHY, A
B ORBEEEHIERIEE O U A 7 2BHT
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® 2 EEBRISREUVCERESORERAZNSE BRENEEEROLE

TRAR Y

seminoma (S)

embryonal Ca (E) 4 (1.8%)
chorio Ca (C) 5 (22%)
teratoma (T) 9 (39%)
yolk sack tumor (Y) 4 (1.8%)
E+T 4 (1.8%)
E+S 4 (1.8%)
C+S 3 (1.3%)
others 5 (2.2%)

ENES RS 27

H 227 (100.0%)

147 (64.7%)

42 (185%)

EE R &
21 (50.0%) 168 (625%)
2 (48%) 6 (22%)
0 (00%) 5 (1.9%)
6 (14.3%) 15 (565%)
1 (24%) 5 (1.9%)
4 (94%) 8 (3.0%)
2 (48%) 6 (22%)
0 (00%) 3 (1.1%)
6 (14.3%) 11 (41%)
0 (0.0%) 42 (156%)
42 (100.0%) 269 (100.0%)

ZHREME &, RO SMBH IR ISR I
BWISEND EfEML T3,

Pettersson 5% % Walsh 59 %, EEHH O
HREEMZ, Z BRI L 72 EF ST T
HDHEOOEN) 27 EEHTESZ DD, Fif
DIESERLPEE 2y Pu— A BEELY 227
BB TERVED, BEAORL7F Ly 7
DIFEE 70 —7y TIREETH B L LT3,

3. FAIOEBBEICE T2 REIBIOBRENE

BOEMEIE

FREEEERE I CRE L -BEEEON
20%DSNHAID TREREERICHEL TR Y, EERE
B L THAEBORBEER L H b, BENERS
JURENBEEROBEITRIN T3,

1996 412 Prener 581, FEGIERRFZ © 1 Al
FERBHEEHEOMMUO TRRBEICIEENFRET S
M) R 27 1% 36 1% & HRE Lz,

2009 £E1c Akre 591 meta-analysis 12 B\ T,
EFREBROEEFREDHENY 2 7 I3 FEH 633
&5, A L74fECTHh B EHE L 1o,

4. FERHAREE TOREEREBORD HKL

FEALATRE B PR B2 ORI 20% L vwbh,
& ICHEREE (vanishing testis) TH - 7-54
WiE, REROBEEMEE (nubbin) 7 E2Eo T
%2035 %7, nubbin IKIE~NEY T VRRAK
LA EEIE L, BEE L CORBRISESE 2
5T %2, vanishing testis DI 10% i< i3
LOTREMEDSH 2 L I D78, —RIGICHEH X

(HEESY, 2006 & B H—EBKZE)

N5 LHL Y BIETIE 2009 412 Wood 510
73, BEEND nubbin D 5~15% I IEEBIE Fi
2 MG %2 <, carcinoma ix situ (CIS) 731
B2 Ch ot e, EEYD & BHEE A
PBHEYATIFEDLD TRV EMEL T 5,

5. BEBEINSHEELREREESORBHER

cohort W% Tk, Swerdlow &4, 11GEHI 12
FERCHIA L 7R BIEE X, teratoma 2% 9 FE5L
L% (75.0%) T, seminoma 1% 2 53 (16.7%),
teratoma & seminoma MBS 1 K (83%)
THoT LHE L, —5 Pettersson 5413, 56
FEHI O & B FEES 1% seminoma & 23 11 (41.1%),
non-seminoma %3 33 (589%) TH -7 L&
LTWw3,

Wood &9 systematic review 12T, {25
R L - B REE OREEBELIC DL TERE L
Tw3, BEENICEE I NEFEED - DFRAE
l%, seminoma TH o 72EI&GIE37T% TH o7z DIz
L, RIBETH EEBEDL S OFE,
seminoma 23 74% 72 5 7z EERE L T B,

bIET OGRS 2 E5E LBE L s
1k, BREEEMRICHEE L RBEEE 426 (EE
BE) 225 13 seminoma i 21 #1 (50.0%), FEHE
EMDHEAT S N o 1 EREBRL O RE L
HIEE 227 4] (SIRHERHE) D> 6 12 seminoma 1 147
Bl (647%) LHMEL T3 (R2),
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II. |EF—FDERETER

cohort F4E & X EFIN B X - T, {28
B L RREEORRERIED L FoMHINT
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PR LMD LB Z LR TR
572\, Pettersson 5% DWFZE T O kS HIE E D
FERIZTER 86135 1%, TRMESSHTH 5,
EEEEDS D, 1RiTHED» S 2 ROFLIRHI
FEifiE LT 3B & IBIRAERL 5,

BREBEORE I, BENET (RETF) &
BIERY GHRT) bbb oTEH, AEIB
FBFERDER, FEMHRE, A Vi
ERRNFIVE YEBECRBIOBE L SRR (1
ERT) ISR BEHE, RARPERHEGER - #F
PEEPBEERLVE VERL Y, BEd» o EE
WKBTAEELRELCODRTBPPH>THWS E
a3, BEEREECLYEARERETRERS
NTIZV3P, BRTZEFICOWTEOELRE
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