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Min Soo Park, M.D.

Department of Pediatrics, Yonsei University, College of Medicine, Seoul, Korea

TAFotel H Fohs L gvlel SlojA] Afolrt
ASolm Bslar dubEor EAAE 4,000 g&
e A5 A ks Z0F 2oiA] gith BAlFel
(macrosomia) &= AEjAF ol AHI} AJglo] EA4
AFHE 7T 4,000 g)& FHsh= AlokE 49
gof gront! 1991wl ARRQITSslefE F4
AT 4,500 g ol Aol Fog wHrIck? 1
i} o] Ao Al vl&(body proportion) el
2 21 oot bEA vERd F Qivkes AFo] Stk
AlE £9], Sacks T TN Yl FAFoLA Y
A 791 v7F vy 912 HAlFotel] vlsl] A
A A (shoulder dystocia) & 3o ZF7)d)ar
Huskdek® w3 Bwd® wplFoHdispropor-
tionate macrosomia, ¥+ Ponderal index) |4 4l
Aot eHFe RIErE Skt g glck HE
o] A AFAFel W EAASE 7IFCE 80w
90¥REY] HE 95U E EshE A9E A
1= SHARL 7R Eee] A= Al A
of oz 2AAT] ¥xE Ve & +2 SD
di Aols A Hshs Zloluk!

TAlFot WA e dx TVl A0E Ky
w9 WAL FTke} A

[e]
7b e Aes EMEANE AAR AAIFor

1

il o lo Mz
funl

ki
30

T

o

rlr

o

>

>,

? = 0

@
)

FER/AL: WS, 135270, A&A] T B34 146—92
AM st o Fefsl Aopastm

3} (02)3497-3351-7%: (02) 34619473

E—mail : minspark@yumec.yonsei.ac.kr

— 128

79%% FEUS HolA| S AbRedA EAgt 3o
2 BHuEk AEAEHFAHObstetrical - stati-
tical cooperative study)ell 2Jshd 4,000 g& %3}
Sh= AAok= 5.3%, 4,500 g& ZIEH= AlYol=
0.4%=Z RIEQ). o] AT w2 Aol & 7}
ok 15.4%, Aol A nvt 10.0%, T AR
9.2%, YA Tz AR 6.4%, H|TF AR 5.6%% K
aHIL glom, QIF Y Tl whe o] Avkal v
ERitE? TR 9 FE ARE AR,

AR AACE =) W A 29, ARAAl
A A

o JTFE T A ot AT
oh= AA vre] BiA Al vi"A Qilel gt
Ao TR £ Stk vEgA hlele f4 =
= 3R ogs vh= ) #3874 HASok Beck-
with—Wiedemann F¥wolv 5234 e 7154 ¥
JeEddN AYTT (ZAZgAR e A

[
oly
o K

A 1JAEAEFTFTF, 19)el Perlman
Simpson—Golabi—Behmel 33} 70| ¢¢lo] vt

A4 ke S SOl Eak,

chirt @] of7|
(Infant of diabetic mother, IDM)

EAS] Gt e gAY g #4475
o

[e]
291 gjell IR 7 2 Al djzzl 9l



MRS = HAE Alele] B2k % A -

o} B R, AT, AZEES, Avtkdle
g7, A7t wdERNES, daiaT, oF
AT, v AT delE AW V1BE BHket
£ W5} SR

TA] 7WAbE 21 2ol wet dir BAIS] o]l
A sk RIETE gEA v @A geiRl nkEs
AEe] 2, Rk 38T 9 vlset vlo] £l
AHRAE YERH, op7|e] V= FA] 7Kk
HIEgl o] gl Ao HuHu g’ o3y
T ATelxls FAlEoke] WHAREE djlew &
#7 insulin—like growth factor (IGF) A7} 7F
Atel] 2t gl glofx] AHRZARI A5 k=
Aow A7 gk’

g BAQ o}r]e] wNkAl Ak 3Tt S
Zhee AR RuEa Sl AAl <l BAlde]
712 ¥ETE 0.9% <dd REIA o1 EAAIF]
4,500~4,999 g X+ 7.3%, 5,000 g& FYsh=
A9 14.6%2) W& Hola Ik’ BA9] i
W Fole B AAE ol g B9 Hxgdo] 54
H As ¥=E dS Stk California—wide
data®ll 98k 22 Aol RAPE Yol ¢l

>

BT
of Wit BAEFTE AR @ ot it BAle]
A Hapdo] ARG Fellafe] ki) Rl

FAo Q%3] A vehg’

ik Azkso] Jie 2A1Q) op)E Rk
AFo]  Folrdl dlmAOR AJUNAF
1,000 g &40} F 0.5~2.6 HAE2 YAMIEE 1
eIt} Brigham and Women's Hospital &7l 2|5k
W AT 49 oS AR BAY] @

ZAE 4,000 ¢ =7 Al 9.56,
g 2%A] 17.94, 5,000 g Z7A] 45.15% F

FhEickn Basekt e JeaE S 5

- 129

[
e
o
b
N
F‘S
"
i
)

FE HEH AREA

HA A B Sk ok vl
A 3|

md Ak
oo
P
i
ofr
ol

gl Aol =e Aol Al7lel HisiME =
o] Utk o¥E AWk 4w &Y A, I
o] T/ 9 A% Ayt ol 9o, 2] EA Al
2% 234s 7IdEF e e Adsker ARE
ot

e BAG o= EAF AddTel WA= A

7t B AP AA ol 24 F 0.5~4%
oA whlsk=d wlE] W RAL ofr|As oF
40% AEoA sl wHeEAgsd 1AL Pe-
derson 7MaE A¥sh=t] & AR 1dYSS H|
oke] 1EIETE 4TI, Hlote] el HA=el 9
3| Hlote] 1lEUHTo] WASHA Hct 4T FAI
of T Fwel THEA HW, Aot 1lEUdT
of 23] MFFFo] WA Hrt olgk FAll =F
7Rt 9 oflFuZRIe] FH|e ddEoR AstEo] A
5 el 371491 71995 s ®uk’ ol#fst 9
ofe] Wiz A% e 9 S Adds
o] FFE ERIstofof sty ST 3 2417 53tell=
30 7H4 2% Chemstripe]4 Dextrostix 50= &
S AAketa, RS 6~8ARHAE 1~2A1%F 1AL
T A, 25 24ARHAE 4ARE H 0w AAt
ato] o] gl =AE ERlstolof gtk At Al
Aotol| A= o] H 1~3A1Kelli= 35 mg/dL ©)%,
3~24A7bolli= 40 mg/dL o1, 24417k )5

mg/dL oldeltk APl % SHoEE &3t &

AUz ™ (itteriness) Fv A (tremor), FE

on

FTF:
e~
(@)

g, AT, A9, 1184 Fagold vEE, dBkAY
EE &8 Y Ee 7 A, S 2w
TEAE IEle T Sl YEhdH, Ast Ae sk
RS b K1 e s P g i 0 e R BE
4o e AYGS0] e A 4 10% =T
2 mL/kg (200 mg/kg) & 4o dAlFAks, A4
o] Eutd AL 4 ml/kgE FARIE fAQHoR
= 8 mg/kg/min®E XEFE FYUSH, e 5

EE 15~20%7HF 74 4 Stk &, 20% 2%

.
s Fslon Beln AgEEo] xHo| HH|
o, wAEAFFo] Q= AoR WAslo] diazo-



Min Soo Park :

% octreotide® &

7
ofah, o] HE SFEA Rk WHo] Qi AF F
A AFAAES At 75008 Agge] B9 £
2 4 mg/kg/min® = FYapH, drde] uet /‘W
3] ghekeich. "ol Al uF Al 7
T B s B8 EAu ARG E AF l~3/\]

=
THRE 2~3A1F M o® 2~3U%t Rt ot

2k Be- BAlOM Akl Egol
ol Bop Avilgdse Aol ol QI w3
P &) Wkl Aol 1 1’%%?% fsirld

PN

R calcium
gluconate® {413 Zé”—’i—zr/\}o}oﬁ a8 glon,
ole] WRg3HA| ¥ AniulgETol Rk Aee
50% MgSO% 0.2 mL/kg/d (4 mEq/mL)% =
FAF B AR Stk

AEFZ7R= G BA2 o)) oF 12%0lA]
b, BAS gl 24 st A7 A
Atolell ZdaAAE AHE o] vt Hol 1¥YTH 1
JEUITE ARAHES T7HAIA Hot Axkads
< opIAFIH, ol AT WA FHlE
A=3te] Adyzde] F7kEo] yepdth mEe A3
7] ¥ STt < dF heEFRA L] ST Eht
H7E gt} o]Hg Flolol] glojAls YA owR Fnt
EIRE Agstolor ab|, AdEE sRkE A

S7Re @lolu AE|ATE ARete] T 1
FrdS Al ElEARS Yool ) &
3], ’LW”” =kl JJr 2 ATk el 2

F

o,

ﬁ

Aeidge] 2 73%1}‘?3 S 149 oplef=
E2 Ao AdEA gl
ou, o= 1%%%§%ﬂ F2EE g gk 1

=5 A7) miE]l ZloR e

ave g%

Atk e watel] Tk A Gt BAS] o]
oMe] FEEe] WA NEE g B4 o Ao
2 By Qlok

— Macrosomia —

Sl 2A9] opr]e] ok 30~50%°lXE izt
THE = ol APulel A 2 SE|FAe] F2o]
Z71Eo] Yepdt) F 5~10%0M= 43o] FiHkE
71% %t}h X8&2% propranololS AREEH, digo-

xin¥d 2L ASFESAAY AR 2714 Ha 9l

i A opleld e AAA 7199 W
= 30 A F7kshs 2o musa glow, o)
AR Z1Ee dw wale) op)e) T4 A

o,
o
1o,
Q1
(@)
R
2,
- O
2
o&l
&)
:L
J1m
i{v‘

>.

ok

TH AR 7139
Mg BAS g AekAle] Hal A FgA] g}
dabe, d9gA7F 120 mg/dL wIRRl A9 2.1%;
121~260 mg/dL?] 3%, 5.2%; 260 mg/dLE %I
Sh= 74F, 30.4%2] Y WIS veRdith A3 7]
2 o] thido® veRdS glon FH V)
o] Aoy 2 ¥ AAlIT 2AelA 100
o

mn‘.

ZAot F 2.3900) vl Bl 2A9] opy]ell
1009 9 12.1%49 9EE walth oF AHd#
71&o] 7F wa(6.1/100 4D, thgow 3
73741 713o] Wrh(2.5/100 E4oh. Add 8=
= d mA] op7ef wla) 5.2u) & vt A
g g2 12,9912 dEaud, 4% dgad
9, AAFAAE FUWNES ol gon, F3%
A 718 TANE 755, HFolts, T st
H AFolitT, @] FHF o] FE LA o]
55 g, ox

s, A =, AR Sl sy

HI8=E 2x2| o}7]

1. Beckwith-Wiedemann &&= (BWS)
Beckwith—Wiedemann 372 A4 eaic
TR A=l 1, Akl §FAD

‘ZI—E—X] ok ﬂ o ;Q_E 6]":]' Eﬁ] Wilm's
tumortt IFEAIES, ’d ARAEE, IATTSET 52
e Fgol Aoplel AT Aol = ZHFol

oM AR FR QA 21g 2% e, oF 1%
olate] A$ @A 11p159] ool Uehdt)

¢



MRS = HAE Alele] B2k % A -

FH8A AAR oF 50%2 #AlelA KCNQIOTI2)
WZsl 48 s glon, 10~20%E S
A 11p158 ¥3 olAldo] wAFt. E3k CDKNIC
(p57 KIP2) #3A1e] Edol7l sy w gtk
o] A fet OMIMel S5 AU Z+= H19,
BWS, IGF2, TH, LQT1, CDKNIC 5o°] it} 12
U oite] ks A9 AAaAE 7RI glom,
oF 85%%= 715E0] il 15% AkolA o] A%k
FARA Mkl dAsk= 7] Sltk 71A
7138 gl 22 A 98-S 33
oS FUL o] Aglal FukEe] Adgso]
30~50% A& ush=t] olo wet AF R 15

Aoz
&
g}:
RS 2Tl FoJste] AT WS B} 3t
o
]

o
42

ki

FFAAA BBF A8 Fo) I3 271l o)
ook Aest vk et kel A% F4e)
glom, 3 3ol 238t Aol olF7H A%
A it FRA APEAES 908 e AdYT
o] A& A 5% vlRel BABS ek wH
Ay AFYFo] erd glorE AugFe 34

o tisl BoAA FAAA @kt ABLE lo]

TAZE " B 89 WIE Bl e gee o

R % .
%= the] Aozt oAl A7t v e JE e
2 gzol 4
2. 7|t B
Perlman T%72 HobAT%, ot 203%
ah, U7 IEe, FEa8k Wilm's tumors EH
Alo]8dFa BRI dERS (T 9=, E5
vl YW FEE v, oiE e, 4 oS v
t}. Beckwith—Wiedemann Z3t3} 7Fdsfo} 3}
Agoz AF, v, A=yt FHkEx] o
, QAR ol ido] AR kgkor, o] Fol

ol7lol] APgsh= 7 Wi, BWSOlME Eas

A

O o
=)

&

Jo & I

o] EHkE|A] oki=d] Wke|A Perlman E3Foles &
ofe] BE ofelr FukEE o)k ek Simp-
son—Golabi—Behmel 5% (SGBS)& W4, A7,

SHEEk gAere] A 913o]
7 e 9oty gt oRE Xq260 glypi-
can—3 (GPC3) FxQIxple] ZHEolud Fwio)r}
A= gtk o] fHdz k= el Fast A

g =4 7Es

S 3k= heparan sulfate proteoglycane &3l

FAY %3}2lellMi= bone morphogenetic protein®l
gk AERES-E ZHek= 7)ol wEo] SGBSY
HAPESH 7)1ds el Fo3 9A7F Ha
Th* S SGBS #AF 7 A71¥e] sk A9
olF 32%°lIA GPC3¢] EIWel7} e Zlo] 1
H9t}®  Macrocephaly—Cutis Marmorata—Tel-
angiectatica Congenita¥™ Elobdgaicy A4 #H
SHld), divs, AlEE e, ATEE IR
A8l WEAA, PEREHAT, 2 IR, AR
% A% EAES 718 2 SRl gy
55 5Ho% s, P AP UERET S
o =S Weaver 53508 A7%, 299 13, &
Q1 b g AMAEH 71¥3} 7ol SRlEE S
=0

FFoItk? olEd FFIES BF
=R}

1) Schwartz R, Teramo KA. What is the significance
of macrosomia? Diabetes Care 1999 ; 22 : 1201-5.

2) Grassi AE, Giuliano MA. The neonate with macro-
somia. Clin Obstet Gynecol 2000 ; 43 : 340-8.

3) Sacks DA. Fetal macrosomia and gestational di-
abetes: What's the problem? Obstet Gynecol 1993 ;
81 : 775-81.

4) Cordero L, Treuer SH, Landon MB, Gabbe SG.
Management of infants of diabetic mothers. Arch
Pediatr Adolesc Med 1998 ; 152 : 249-54.

5) Mimouni F, Menachem M, Siddiqi T, Khoury J,
Tsang RC. Perinatal asphyxia in infants of insulin-
dependent diabetic mothers. J Pediatr 1988 ; 113 :
345-353.



6)

7

8)

9

10)

11)

12

~

13

~

14)

15)

Min Soo Park :

Gluckman PD, Guan J, Williams C, Schepen A,
Zheng R, Bennet L, Gunn A. Asphyxial brain
injury: The role of IGF system. Mol Cell Endo-
crinol 1999 ; 140 : 95-9.

Nesbitt TS, Gilbert WM, Herrchen B. Shoulder
dystocia and associated risk factors with macro-
somic infants born in California. Am J Obstet
Gynecol 1998 ; 179 : 476-80.

Ecker JL, Greenberg JA, Norwitz ER, Nadel AS,
Repke JT. Birth weight as a predictor of brachial
plexus injury. Obstet Gynecol 1997 ; 89 : 643-7.
Kalhan S, Peter-Wohl S. Hypoglycemia: what is it
for the neonate? Am J Perinatol 2000 ; 17 : 11-8.
Lilien LD, Pildes RS, Srinivasan G, Voora S, Yeh
TF. Treatment of neonatal hypoglycemia with mini-
bolus and intravenous glucose infusion. J Pediatr
1980 ; 97 : 295-8.

Iverson D, Brudenell MJ, Nicolaides KH. Fetal
polycythemia and thrombocytopenia in pregnancies
complicated by maternal diabetes. Am J Obstet
Gynecol 1992 ; 166 : 1289-92.

Schaefer VM, Songster G, Xiang A, et al. Con-
genital malformations in offspring of women with
hyperglycemia first detected during pregnancy. Am
J Obstet Gynecol 1997 ; 177 : 1165-71.
Beccera JE, Khoury MJ, Cordero JF, et
Diabetes mellitus during pregnancy and the risks

al.

for specific birth defects: A population-based case
control study. Pediatrics 1990 ; 85 : 1-9.

Smith AC, Squire JA, Thorner P, Zielenska M,
Shuman C, Grant R, Chitayat D, Nishikawa JL,
Weksberg R. Association of alveolar rhabdomyo-
sarcoma with the Beckwith-Wiedemann syndrome.
Pediatr Dev Pathol 2001 ; 4 : 550-8.

Slavotinek A, Gaunt L, Donnai D. Paternally
inherited duplications of 11pl15.5 and Beckwith-
Wiedemann syndrome. J Med Genet 1997 ; 34 :
819-26.

— Macrosomia —

16)

17)

18)

19)

20

=

21)

22)

23)

24)

25)

- 132 -

Li M, Squire JA, Weksberg R. Molecular genetics
of Wiedemann-Beckwith Am J Med
Genet 1998 ; 79 : 253-9.

Engstrom W, Lindham S, Schofield P. Wiedemann-
Beckwith syndrome. Eur J Pediatr 1988 ; 147 :
450-7.

Elliott M and Maher ER. Beckwith-Wiedemann
syndrome. J Med Genet 1994 ; 31 : 560-4.

Weng EY, Mortier GR, Graham JM Jr. Beckwith-
Wiedemann syndrome. An update and review for

syndrome.

the primary pediatrician. Clin Pediatr 1995 ; 34 :
317-26.

Henneveld HT, van Lingen RA, Hamel BC, Stolte-
Dijkstra I, van Essen AJ. Perlman syndrome: four
additional cases and review. Am J Med Genet
1999 ; 86 : 439-46.

Schilke K, Schaefer F, Waldherr R, Rohrschneider
W, John C, Himbert U, Mayatepek E, Tariverdian
G. A case of Perlman syndrome: fetal gigantism,
renal dysplasia, and severe neurological deficits.
Am J Med Genet 2000 ; 91 : 29-33.

DeBaun MR, Ess J, Saunders S. Simpson Golabi
Behmel syndrome: progress toward understanding
the molecular basis for overgrowth, malformation,
and cancer predisposition. Mol Genet Metab 2001 ;
72 : 279-86.

Lin AE, Neri G, Hughes-Benzie R, Weksberg R.
Cardiac anomalies in the Simpson-Golabi-Behmel
syndrome. Am J Med Genet 1999 ; 83 : 378-81.
Yano S, Watanabe Y. Association of arrhythmia
and sudden death in macrocephaly-cutis marmorata
telangiectatica congenita syndrome. Am J Med
Genet 2001 ; 102 : 149-52.

Proud VK, Braddock SR, Cook L, Weaver DD.
Weaver syndrome: autosomal dominant inheritance
of the disorder. Am J Med Genet 1998 ; 79 :
305-10.



