FALMIERAT L. A 1, 8 11 50, Gkl 9 ¢, 19 7 HIFIZ Potts 257 &
Tz,

NTHILM ST, 4 6 B, ME5 4, FeikdE 10 51C, BLiko b o 72 5 Bl o FATEE
WE. 2.0 (1.7~2.0) ThHo7,

ZOMO T, A 3B, 66, FEIE 1261 TH o 7o,

S WfE I N THLP % (IR O F & CIEd Rl © & A THL MR IC 2T, 1
B3 o ). JLFRREORIEER O 720 NTALMER (9 + A). 18k B
0%) THo7z,

2) BB LT
SR T, A 460, 416 4, FoidE 1 f1C, eIk d o 72 3 B0 TR
d, 5.7 7%, 11.3 7%, 16/ TH > 7,
JET i z0iE, Frank ¥ (T2 L2VWHD 7Y —), posterior thigh flap ¥,
Raffensperger ¥ (abdominal perineal vaginal pull-through). Ruge ¥ (S ik
Kils) & 1BITH -7,

3) WIREARTFAMICEA LT
VIR &, & 24, #1545, SHME4BICTH o7 24 & 12 Cohen FAHF T, 4 #
&84 r HRFICHAT S LT/,
BB E KA AT 0L 72 2> o 726

4) FDMOREIEME
Ly - KIMEFHIE 2 BIHAT S, DB RARIEESENT (2 » F) &LPIEE (O3
vF) F ) B EInTwiz,
PRARRETRAT Tl 4 RRERICARE RIRATHY 1 B hefT STz,
BIANEFFAT I, HATEID 2 220 72,

FOMOFAT 1 & LT 480, EEMSERERN., M RE V= 7RG (1%6
7 A). push back (4 » A). WMRAISFEOZZMIEN (77 H) 5 ShTwiz,

ZOMDFA 2 & LT, 11 # ABOMEIREANIV =7 Fise S T\niz,
7. BEOBHMEREEFEMICEE LT

FRED D o 72 15 BIOFHIEEFERG L, 8.0/% (5.0~14.0%) TH -7z

Permanent stoma FZESIIL7 <. temporary stoma 7% 2 FIIERE S LTV 72,

5Ll E TCORMERREEIL, RO ITRTMWML TH o7z,
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R. 6 SHITHI RS ETMAICE D CHHEH AT (S iA 5 BULE)

- i . ERLND
E=E L EIZHD 4
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i EEEE  GOEE. EEf EELND
] 7"“
= +% =42 L L0
2 3 4 5
. ERLSD5E
k% BAEKERY  E2EME DY smml ETsEs
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0 0 3 10 1
E2  BEBLZED  BRAL Egi%’*"’
1 9 4

G OMERICE L T, EHICHE 460, HER 36, B1I06ITH o 72,

PHEEHOOICREL LTWAEFII 3HT, BI U FITH o7z, AL TV
AERNL, FFYNTYIM, YTV RIF, TLIYV TN EL Bbv T
ATVTALBITH o7,

. ERRBEREMICEI L T

HHOD o 77 14 FlOBHERESEMAEOERIZ. 7.95 (3.1~10.58) ThHo7"
HHODH o 12610 FEIT. 126.3cm (74.0~151.9cm) TH o7,

LHDOD o7 12 BIDOEEIX, 23.9%kg (8.0~45.7kg) TH o770

BRgeEX. A (1) 361, & QREPLE) 146, E124), SSRESBITH o7,
VIR DEBHICEE LTI, B4 60, £ 134), BWELFITH o7,
VIR @ grade 2B L T, &K grade & & grade. % DEFMEAERNIL, £ 7 ITRT

ﬁﬂ < VC“\}) D f:o
7. VUR DBRRERKREFMDEELD

%K grade I oI m N A% STl 8S (%)
Z O 1 0 1 0 1 (v FEH4D)
£ 0 1 0 1 1 0.17,6
Bi% grade I I I v A%
0 0 0 1 0 1.8
E 0 0 0 0 1 7.8

BEFBREIC X 2EREREZ. F24). E46l, THEI10HTH o7,
HEFMRAIC X 57 uptake I&. pair TEERDODH o723 FIIBNWT, HELLED
JERET. (6.5, 45). (0, 20.8) (64.34, 35.66) T »77,
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MR D £ Lo, £EIRTMTH o7z,
#®8. MEE{LFREEDELD

Bifsr RE I HrRfE 25% 75%
Hb ’ g/dL 16 135 12.7 13.6
FILVIZY g/dL 13 4.5 4.2 48
ILTFZY mg/dL 15 0.37 0.31 0.67
BUN mg/dL 15 12.0 9.8 14.5
Na mEg/L 14 140 139.8 141.3
K mEq/L 14 4.2 3.8 4.7
Cl mEq/L 14 103.8 103 106
Ca mg/dL 7 9.5 9.4 9.7
P mg/dL 6 4.2 3.3 5.6
DRBF L Ck mg/dL 2 0.96. 0.58
B 2-MG* mg/dL. 1 1.38
Fe pg/dL 5 68.0 34.5 200.5
TIBC* ug/dL 2 239, 475
intact PTH* pg/mL 1 25
33, 556,
Ferritin* ng/mlL 3 166

+ S IE % B Al | RO K

JRFASICE L ¢, REHEWHRE Z 1T L T\W/z0ld 12 61T, 48 4 41,
BITHoTzo REHEMWFROWTIZ, RIIWTIRTWL TH o7,
F9. REATEERNR
RER =) + 1+ 2+ 3+ 5+
E BIAL 7 3 2 0 0 0

REOEEEFRS VT Iy olEE L FICFsn, 2hen 27,9
124 mg/dl TH o7z,

FEptiaeEEid, 16 f, RS FITH o 72
CICiZ. & 14 4, RHET7HITH 272

RLIHHE 5

mg/dl &

ENTE 7R, MBS, BEERENT, AT, BRI T, BAE

TH o7,

BIEDFLETDH o7,

. HEFEVRRERHmICEE L T

WREDA D Rk EBIE, BH 6B, E6Hl, EEEIFTH -7,
FLED D o 72 3 B D KRB ASREEL, 3HEBDICIIRETH o7,

FOMORIESIZ. F 260, 476, TRE12HTH -7,
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Holze

T DOMMDFAIEL, BEBNL 22> 72

BEOHFRIICE LT
DD o 7o 19 MOFFMIFEERIL, 12.7% 5.9~17.0%) THol,
BRI L CREAED o 72013 15 BT, iEHE 6B TH o 720 MFERIDOA
Fix, LR TML T, 1GERBRETH o7,
5= 10. kiR
LR
VR
rhgEs
%53
Kz
AT
BRI IEEH

— = N W N W W

FRRER BT 2 HEE, BETH -7,
By EOMERIE, A5, E1L16l, REESFTH o7z,

& 1. PFLOMER

7 #PLOMESRE i
BEESIC&LHMEE 5 3 2
BERRFEEE I L SMHE 0 0 14
2HIETIZLSME 1 1 13

PHEREIC L ARESIE, TAEBE, ATILM, ERIC X 58/H. BIHES %
CREEEMEM. BRI 2§ (MBI LEL 25, P& 16T, B 3 FIHFAIR
DR L D o Tz, ZEIETOFMITER I N T ad o7,

RIS L T, MR BN RED 1 TH o7z,

HEEFICELT
SEMMPEAERN L S BICTREE D V. 18. 0% (15.8~22.05%) ThHh o7

M. A LA |7 REE13AITH T,
%%%ﬁ&i\ VH—‘— EX%VG;}Of‘:o

FERSIE, M5B, REE I FITH o7z,

MACREE L, 2 6], R 196, TH o7,
ERAEIL, |1, FEE206TH o7,
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RAANOEINE, A 260, 8260, 5k 17 41T, Ll d - 72 1 Bl O S HLEE
X 17 TH o7,
PR — MG, %2 60, FhikiE 19 61Ch - 72,

FEEAREICE LT

SEARRAENG I 8 B CREHASH V) . 7.5 7% (4.5~13 /%) TH-o7z,
EGEpe R R i, A 1 H, 124, SRS T - 7z,

EpSRERE SRR, M 12 60, RLIRAE O B TH o 7o,

R ER L, A 26, 126, RiRETHCH o7,

NI B & AR EREDOREL ZIT T0E DI 1T, 2% ET
MRKH SEBEHE V2 ZAT 0 S NPT % JiT L TV 5 2%, caudal regression SEBEREDS
HoHz, NTHILMZEHR LT TORETH L L DT, Hol,
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1. & =

FEEERE S (K] 1-a) L BB~V =7 (R 1-b~d)
3, ERWOERERE L W) SR LREETER
BIEERREE L L TTFEDONTWEDY, TE
BELZZBHEETAHER). BHAV=TI,
upper celosomia(JE_ F A EEBRALE - WEFE
REE, BRENREEASE, LEEEAL, O
#HF) % lower celosomia (T &R 2L BEBETE B AR
& AR, BEREE, $IL(E2)) tvioZzd
LICEEREEYRERICEH TS,
2. B = |

BERROKFMIE, BEOTHERIENE
LERER L EIMERTH 5 (R1). Brv=7
i, EEERELL ) YRS TH L. bPET
(£ 1970 AT L T O WAL 096 A TH o 727,

4

‘B

1 EERSEESEANV T OETRRE

2000 4E1= 1 258 MZHEIL TwaY, B =
TiE, AHFERRBEEEIS(, MEOAD
B C 2 DFEEEASE A,
3. BEBEF

JEEER LY, BESEET 5 Z L PR EMEN
CEEHEL, R1IKRTEB) ANBLREER Y
PEBEEFPHEERTEFL LTHRESALTWY
5, BEFEANTH L LI, BEHEECERE
ETEFTH LY, EEAN=7 CIEREFC
H5,
4, BEDRENOHFERE

Mok 2 BEES 2 Bl X0 BN EEE
THEAMELFEEICRTN, SERIHEREECS
TRTWwa, Jak 3BICASL & 3IREFHE SN
RIS T D, BELBAICAL L, REDE
LR TSRS ICIURT 5 L ) I/ HEZENS
& ETHP O EEBREEICE D ARGED (& 8), M

a: SRR b - o BEABEHEAJUZF, d: hernia into the umbilical cord
cld, RNV FOMEEET, EEERLBRVLEHEORRERLTVS. d Tk, BEIL—7 1560

HEDNCEFAICEE U TWSDHTES

385



=

it

A 4 BORD N WA, ERE, ERMEE SRS
(B 4). ZOlakE 4RICSERT 5 HANG 7 JERE
BEIY, upper celosomia % lower celosomia &
Wo s X b TEERFRIERT L EELL
WAV =T R B AN © DB O SR RTR
BELEZLNLTV,

M, Wk 6~10 B b) ¢ — BRI P I i
WU (BRI~ v =) B TR L 2
BIE UIEFEA S S s & o A

ulliz e

SRR
IR il FERRETL
N > SR

2 Jower celosomia D/ T—Y

EFRE D FAEBOERAR, BENVZPOTHICER
BREEUERESBEE S 7OmIC Ty USSR UlciE
PR BND. BEIGHEL, 2EbERAREHNS

AV = T EEE DTG A G % b T 723,
hernia into the umbilical cord (B 1-c) @ & 9 Z/h
S A =7 B WA B TR B &
FEEZ BTG

Hﬁﬁ@ﬁ@@ﬁﬁﬁﬁp A 5~12 BIH
bR} I3 iy SR v NN f&@?ﬁ‘ix»ﬁfxﬁf& Eh, &
DY 7 JREERG IR BB Tl ~ v = T 5
BB EORDHHY. F e, WEREANVE TR
37 o TR (unbilical celom) AT & LB
WA= ABHEPR S B, & OB A
ToOf, FIERIRDY R LIEES & o 2ol
TS &0 B AS R ON L C IR LS T AR
BEVIBAND Y, THEOESEEETH I E
THRER S,

WoOE

Ja R E U IERERTE O 7 ) — = v FIWH R
TH Y, FCREIGLET st trimester ICEHT S L
Twvb, R MRIGE 50 lECHHT, #iC
W~ = T B AR ORI, BB,

BENEIREL, BHEETRO L ) AR RO
HTH B, IRV =T O =T EEREE S FE
TE D0, PERPEZ L OBENOELTHH. Tl
R G EIEIEEICRESNE o0, Kk

FRE DI
R OB (—)
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HE1AAITT A
BERCENLTVS
14% (I\IEEIRE 5%)

BHROBUE, EPFS
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I EIRMORY R mENEE R

'mmmmscﬁﬁwq<amwﬁw ék%b%s@mﬂ@@@ﬁﬁﬁﬂﬂhbtméh
EOHDBITD. BSOS ICIEEETS IR S IR T % (2 1-b,c)

BE IR U TWSBERBD (B 1-b,c) 5, A\E
D—EDIHHEEH U TINB hermia into the umbilical cord (B
1-d) EKIENDEREFBOET, ERICEDERDRELD

FHADEREL (3 I 26 BNTT, 10 KOS MEMELS D BEROBRCS

Hi4= 4,000~5,000 AIZ T A

50 ~ 70%(fiE4s, WRRER, DIIERE)

EHHEBIST, STREVIC Turner SEEED 1 lDd  HUYVE~(18,18,21)10 ~ 40%

BROEHRPENCLEBRTEDTE

BEHEA 4
RO BRHERR, $HE
RIS TUAY S
ERIRS

Beckwith-Wiedemann FE{RE# (EMG FE{ESE . exomphalos,
macroglossia, gigantism), Turner iE{&EEE, Klinefolter fE{REE
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b, BER:SDRED 3 EH L CRIESEER L
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. BR;‘JB‘HEJE T — R TR WS BRI IR

H3 FELBEOHE
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BOY = VF 2 — T OWMIGA T 724 )

B o 72 spring loaded gastrobag 2SS, i
HlEEE 2 WAL X9 WSy e mg, JEEEK
BILL DNy Fo—igz EENCEAL, Bk
H TR LB Ut A 02 TR 5 i 2 5 s
HobnTwsd, bPETIHY = Vo HEELE
TRALTWA(ES5). T/ alRichoiz¥=—
VD LD EFICEFIL, BEOEHTH
MERIC AN SN B -0, BHZEICEEZRY
RO, 1~2BECHEERNICRE T C LITCE S,
FFE DI TITIENEPNC & & W= BSC, RIgHF%
179, TOFEE, BERZICEDCHEW bR
TECH o728, RV TICDINETiETH
5. BERZERANZ7 T, BERERY T/
D, JEHEPIC tissue expander FHEA L, JERA
BOIRA o I BB TR T 5 HFELHALN
QRS

T B

HAERE L FERBEN, RS R L
RSO I L HAERE T 52, AFEL I
BErRED LT, BFANV=T OFBTE
i, DAENC B B FERI R ERE T 1998
ED19.0%, 2003 4EHT17.1%, 2008 4EH% 236% &
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WEEZ BNIERIIIBWTD, £HIC Beckwith—
Wiedemann fEEEEE, $#IL, L&BE E0&HE
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—75, JEBERE S O AR TEIL 10% BT
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