BEIEN - PfY

mEgE HB LD

/g

H2 BEGONMREE
(IMTSER. ABRES. BELE ; 2003, p.265-97.7)

AER
C Osyazuvy
FGF10 o BIvIUAIbR :
[ SER2 FGF4, FGF8

a. Ein#

_ . B WNT7A
BUF/ AV BI IR

YZwy - AwIRy Y EILMX1
b. wiges C. HERE#

00

iy

0
AL
Q
4]
B HOXD9, D10 7 HOXD9 v HOXD9
B HOXD9, D10 8 HOXD9, D10

OXD9, D10, D11
OXDg, D10, D11, D12
[(JHOXDY, D10, D11, D12, D13

5 HOXD9, D10, D11

d. HOX %R (L&)

B3 #EED/INY -V EMROSFHEIE

(SadlerTW(ﬁEE\léE . SVIIVABRER. FIR. AT DAY A LY RA V5 — —FTar;
2006." KDME)
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BOME - REERE

18

MEBEDEA

A

sttty st g ey st
R S A B

R

i)

E4 EESOBE-HE
(W85, ABREE. FALLE ; 2008. p.265-97.9)

BYEALEMEIS (zone of polarizing activity : ZPA) @
MRAHET 5. AIBEMIIRER2OBET, vk
BCCIIBIAEERM, BAREW, TRTRMIEE
W, BHPPBWICHET S, ZPARLVF /4 VB

REAL, Vv 2y Ay IRy FEET SHH -

BIEF) ORBLHBSE, fikE@0/ 5 —ER
2832 (B 3b). HWHEESIEMVERCREY
% WNT7A (2 & 9 @b 5 h 5%, WNT7A 55
FEIEERT LMX] 2 RB s, #HlzTH0D
DIBILT 5 (B 30). MEEOR L HEEHE
TAHDIX HOX BIZFHTH S (E3d). HOX &
RFRIEROEME, S8, HMUED 3 >OHIC
LT, BEZE>TRBRAT S HOXAB XU
HOXD BIZFRIBOBEEZ EICRET S, LI
& THEDENIZIX TBX BIZFHHE T 5.

ENREOEL- iz S RAERE DR

BORE - BRRICTBLERPLET, B
1218 EPIE1t (enchondral ossification) & Ei%&
1t (intramembranous ossification) #%d 5. &K&W
BLIZREPSE - BRLAKILZEL72E A
mMEHFEALEREBRT 2HAT, BREERT
B, %ER, EEE, #EF  BYBOAEITEL
5. BEHELILRS LRI E I
LEEESRET AT, BEREREER, ®H
BUNOEEE, EETORKST, THEDOKREK
%, HBEOKES, HF - REEO—HTELS.

EEBOEL @4 Tid, TTHREREES
DBNILEAEAL DD, —RELHFLEELS.
CRERES 12 B T TR COBERFIAL,
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£1 EHRICBIITREEHHROFRHY

& (A

0-2FTIc81%

T EBREAASED 09 0-2~2-6
L EEREIR 0-7 0~1-6

| LRESNLE 9-10 7-6~12-0
rRERE 95 5-6~12-6

L HRENEALE 3-10 2-0~6-6
ARBE 4-10 2-0~8-0
N 8-8 6-0~11-6

st 115 04~30

CReat 6-0 3-6~9-0
C KB 0-5 - 0~10
| KET 2-10 1-6~4-0
- REREE(T 0-2 FTIC 100 % 0~0-2
' 0-2 FTIC 100 % " 0~0-2

315 1-0~6-6

0-5 0~1-0

105 0-4~3-0

BESEIC Uk

0-2FTIC78% 0~0-6

1-2 0-4~4-6
0-10 0~2-6
12-5 " 96~156
10-7 7-0~14-0
7-1 © 4-6~100
6-3 2-6~9-6
11-3 7-6~14-0
1-4 0-4~3-6
75 5-0~10-0
0-6 0-2~1-0
4-0 *2-0~6-0
0-2 £TIC100% 0~0-2
0-2 £TIC98 % 0~0-4
4-5 2-0~6-6
055 0-2~1-0
1-4 0-4~2-6

(Hansman CF. Am J Roentgenal Radium Ther Nuc! Med 1962 ; 88 : 476-82."" £ DZ)

—-> HBRBL
- EEE

INR

KB R ORI [ > THE KB {LASET S
B —%, BEREEOTMICE S RE LU

COBL, CRERGNCRERBIAEITTS. HEA

v

B

EDZRELALI ARSI IBIT 5%, KBEEE
i, FRBERL, ERUEER CliA %D o E %Y
PRDOBWIZTHBIL, £%2 58 % TiZid 80~
100% DRT XM EBHEELXRDE &1V &
DL, BEGTOREHEREEILTHEE TEHE
DOBMBICE X Bb LA, WHROBNNKEL, &
BRUL BRBOH WO BEKERICIZHRE IR
5. FROMBHEIENELHRAL, BHKETH
REORMBEEICHS L, BRMCED LHET S

B5 EREOMREBSCHERN

(B 5). ZOFRBMAMOEENIZ, BRIILIBICK
~2EREEND RV, kb, HEOIIL
HERFTHERBERI ORI LIFEL L
v, =%, BREOMEREIIIEEEIEET
5 (A5).

LAL, REEIWEREHERLLSOBET 58
BREETHY, TFYV 7L LENE (E6).
FRBCRIBENBEATOERE, BFET CTOEEK
WK DBREMK, BRESRAS4ELS (cylinderiza-
tion). FEMBIIEHEL b K20, AT
RERATOERNE FABRMTORERIZLY,
RENFICL 2EHRE (clongation) (24D
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6 18 BORE  BELRE

®2 BERICHITDSHEENORE

Bl plinivi 15-7 13-0~17-0 18-2 16-6~20-0

EEXED 4-1 2-0~7-6 5-6 3-0~8-6
BRI\ 12-5 9-6~14-0 . 15-2 -~ 13-6~17-6
BB LR 12-8 9-6~15-0 15-4 © 13-6~18-0
LEERE 12-4 9-6~14-0 . 1515 13-0~18-0
EEREME FE 14-1 . 11-0~16-0 16-4 14-0~19-0
BEH 13-6 10-6~16-0 16-2 14-0~19-0
M@ - 12-8 10-0~14-6 15-4.5 13-6~18-0
BEEN © 15-105 © 13-0~17-0 18-0 _ 16-0~20-0
R&sf 15-11 12-6~17-0 17-105 16-0~20-0
KBRETHI 14-2 11-0~16-6 . 16-3 14-0~19-0
KEF 13-11 11-6~16-0 15-11 - 14-0~19-0
KBREEMN 14-9 12-0~17-0 _ 16-7.5 14-0~19-0
BEEN © 14-10 12-0~17-0 16-11 14-6~19-6
BRI 15-2- 12-0~17-0 17-2 15-0~20-0
=Pt 14-10 -~ 12-0~170 16-10.5 14-0~20-0
220l ' 14-10.5 12-0~17-0 16-10.5 15-0~20-0

(Hansman CF. Am J Roentgenol Radium Ther Nucl Med 1962 ; 88 : 476-82."0 LD E{Z)

S ® G®

S22 B

EEESES

Mig%%fﬁjégégﬁg

‘/®@ ® &

;CJ?oIiferation TRE @
vascular @ (°
invasion = - <

lefization]

f A e 5

endosteal resorption

subperiosteal. —
addition

Be RESOETVVY J

(Dietz FR, Morcuende JA. Lovell and Winter's Pediatric Orthopaedics. 6th ed. : o

Lippincott Williams & Wilkins ; 2005. p.1-33.9) 7 BHHRBIRICBITIHREARABLODEST
(REBR. AR4EP. BUE; 2003. p.265-97.° KDHE)

bo§, FHRIMERFSNS (funnelization), Zh BEBAVTLYFELIHEATE, ZZICRKRERE
5 (2B IMERD hemispherization & LT ZRFEBE LOZHBEFSBEHREL T2 @7)Y. HLEH
by, REFIRREERLEBOKRELE BEVICHALBILE (resting zone) I FHBE b &
3. ih, BOBEY bSO Fuks 7y v, &

FRERFRIIBT 2 FORMBRRE, BRORE  HSEE HETuTI VI UADHE. BILEO
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BERTHTH D, KOMIERE (proliferating
zone) ~ERE IR A MBI EHE T AIREFE LS
nTwb., HEBICIERREMERT RV RS
GRS EEAINCE & 2§, WEBIZIXNTHS
n, BRRENE. MEEMINMIGRSY) a—
ket I TRABAEREOEE L ASEER
HELBATHS. BBAKE (hypertrophic zone) T
BB AIRIERIKTE L EHEED 5~7/) K
<z, ZITRAKLOEESTTOIS., T

F k1L (provisional calcification zone) (3R KE

NBLIBERFVIMNEL, BHICAKLELNE
U, REMRIIEN - BILT 5. FlEAIKILEZS
&, BREOEREET D 2 RIPUE (resorptxon zone)
LInzLdbdha.

MEDFESE - HROREE
BRHERE

BEDE I, HEDOREE - BRIZE  DERIC

BRI MR

IS -HELERE2ESL. CoBRBOWT
hPICEENHH L, NEOREZELS. »OT
RERGEBICE, BFREHBORE - BLESBBIC
BULRETHLBEHRERILRIE (osteochondro-
dysplasia) DAPEZETNR T, LA LEE, W
EOFEEIZBT 5 BIEZTFOESFBHL,ICRY, —
BOFDOAMIELERTRERE (dysostosis) % &
DBEIHICRYD, ZoFEmIZSHRIIKT S EED
N3, 72k AERBEICE T RS AR EIE
i HOXD13 1% F P % R, Holt-Oram f B # i3
TBX5 BIZFOERTRET A LMD o T
5
—%, BREERICBI 2 FORMEEOSFL
NVTDAH =X LIHERELETHLAH, BABIC
BUILBREHROT R =Y AL, BRKERIZE
FAMEEAC>PDIERATFIEE LTV
LSRR Y, BEREFRTERFRERDORE
BHIZO L) DDH B,

CFEEB)

SCTHR

Sadler TW (ZH#EE R).
. ATHH, EHEF. BEERLT7E -V R,

oo

FYIT I NBEREE, FIR R AFA4ANFA LA, Y5 —F T aF ;2006
NBPEE 2002534 : 1742-5.

PR, BREBE. MILEEIPER. ABRESE. F5T: il 2003. p.265-97.

Dietz FR, Morcuende JA. Embryology and development of the musculoskeletal system. In : Morrissy RT, Weinstein SL editors.

Lovell and Winter’s Pediatric Orthopaedics. 6th edition. Vol 1. Philadelphia : Lippincott Williams & Wilkins ; 2005. p.1-33.

o ¢

Press ; 2001. p.58-82.

.
SRR

1962 ; 88 : 476-82.

FHFEZ. W (). BLEBIIE. AGRES. BHE #2003, p315-34.

- Shapiro F. Gene and molecular controls of limb development. In : Pediatric Orthopedic Deformities. San Diego : Academic

RE E. Hx BETICLZWEEE Y — Y BROBH. EEOHWH 2000 ;194 : 31924,
EHIBH, Hik &= BEAERECBTS Wit Y7 F L 0RE. RAE 2003 ;35 275-83.
AERTIER. SRR, CBEGOERECIPDS Tox BIEF. EFE0OH WA 2000 ; 194 : 325-30.

. Hansman CF. Appearance and fusion of ossification centers in the human skeleton. Am J Roentgenol Radium Ther Nucl Med

11. International Working Group on Constitutional Diseases of Bone. International nomenclature and classification of the osteochon-

12.

- HPRLZ. BREEBLT RV R,

drodysplasias (1997). Am J Med Genet 1998 ; 79 : 376-82.

Hall CM. International nosology and classification of the constitutional disorders of bone (2001). Am J Med Genet 2002 ; 113 :
65-77. '

ABAE 2002 ; 12 : 1827-31.
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'1% BORE - BEERR

| B BONE - HECRE

#it - MRIIRC B

Bt - HEIROEE

FHE - HERIA X BB 45 (axial skeleton) % HE &£
L, 5 e LRI L VRS NG,
LRSI L 22 b DT, BRI
BL, ECEN:BHCE BRSNS, Ak
HEE @), BAEH ), MR (23),
B (&), MBHE (1), REHKH 6~
1038 PORA. BES 4 BIEHOBENME %
ETHEROMBAIBE L, TREMEELIYE
&, MEREHRTS". MERCHHBRE S
B HsTHlESh, KHOSBRERESR
5 (B1a). 20k, ZHRORMES T
BEL, MREEOECENBSLRNENG. B
BEHE, Z0E bR HHHRBOMEL £
UK TROMROTRBMASIEAT 52 LIk
D, 1 DORIRDORBEES & TR OHER DTS
PHREEL, FRERHAERT S (EAEIL (e
segmentation)) (B 1b). —7%, TFCOHERDER & E
DB WIIHE L 7-MFEIIEFEET, 2 DORIHK
BEHARD S\ % B, REROBRIC 0D
5. B CTRERIGET 5%, KBRS T
REFIEA LBHART 5. B TR

BICHBEEh, HEMRASTERT S, I, H#EO

SO SRR RE OS> S ERICE

D, WRICKES, BRE, BB EELERT
5 (& 1c).

FH - ERBOREICLBTBASFLNIOA L=
A LR BETOBS AR LICH 5. (REITEELIC
I Notch ¥ 7 FAHSKEL S LTWAEY, T4b
% Notch ¥ 7 F WiE A TREET O L LTORBEES
bh, REEROS 4 IV TERETEEL DI,
HEOMEEEEREL, FEHEREOLDIZLH
5ELTwa. fiBEEOREICEEERFTH 5
MESP2 BIZFHBCEES LTwA, 22l D
Notch ¥ 7 F WERDBIEF Th 5 delta-like gene 1,
3 (DLLI, 3), lunatic fringe (LFNG) 7% & b i #%
BEICESLTwaEELLATHS, £/, HiEE
BT CRAFOREEZ L (FRRREND, o
NICXF ARy 7 2ABEF HOX BIZTF) B
B5LTwaY bbb, BT 5 HOX BIEF
DHAEDLEREFEHTREY, ThPREGOTERE
Bzl TwsEEZOLRTYS, L L, &
BOBERRIEZNZT TRESN TV EDOTIRE
{, BHEOHRE, & ICHBEERSHROFLELECS
POSRINABHAERTOIEEG LTS EERD
5.

v v

CEMGE%&DK%D

a. #EE 48

BXR B MR

b. EaEmit

RSP

C. HADB{ELBREORAR

B1 FH - HEROER

(Sadler TW <RHELE 5. SVIVVAGSRESE. BIR. AT HIYALYAAVF—F Y3+l 2008. KOHE)
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BREREES

:

HERSHEREES - HBANBL
IR - et
HHOBL - R

FHEO—REIbHIE, REESAZAICHEE
HEBTHOMMKICETHAL, HRNOREAICEI
HBELTWE, B 4288 T TICTRTORESE
2= KB OAEERT 549, —REILAUOITHELR
DRIPITEADMES (#S) ITOFEL, BES
PBEHO#EDLY ETIZINSIITRTEILT 525,
HARIC IR S0 W ZRESET, MEEkT
HELARSHAREESICIVER IR TS
(B 2). MESHAREESIE BEESCH4E
RICEEMPEE Y, D, FEAHEATHICES N E
Ls. BHEORE (LK) IHREKEEE LM
BEEARERSIIBILRENBLICEVELS
2 ([E2), FHFII~6RTRIZRADYA X
2y, UHBOBREIOLTH»TH Y. MEOHRE
HENOBRESDBENBICE VAU B4, BER
RICIIBEHELAEICEST 59 (B 2).

FHROZKBh.02, FTHMRE, HEE,
RO L BE L T OFEME (annular ossifica-
tion center) (Z T 5 (F3)°. LT HAEIELE,
R, RISEOERORKELhOL BEMBIRE
WHBRL, 25 RTAHBETS. BB LTOESR
W7 RUBICHEIL, R 25SBRIACEST
5.

Bk, MO RERIMOFHERLS. Bl
@}, §IS L EAOMEBII-REFLE O,
HARIZIRTRI2 20 % L TORTLOEIEL TS
5F, EEOMBEBOSH VI LRERIEELTY
C A0 @Y. EHOBESIEIRISIHEAL, B
L BEEROAMRIR TR 5 ICERET 0. Ei
LR, ARG, RRE EASPRD), EAHD

i - HERCER

B2 #HiEOmREEEER

BEBD S OO—KELHLESD @5). KA
BN RO B AR 2 5 3
PAECIBEET 5. EEOMESHRFII 1S
BEAL, MRS LHAR, B X UHLE L R
i 4~7 BREHICAT 2. BIZEERIIE 1~5 &
BRI REILPLAHME L (ossiculum terminale),
11~12 RFICHEREERT 5.
FHEHDT T4 A ¥ M, HHEECRERTH
D, BRECILERE L bI22{bT 5. HARZ
KR THIZITERIRTH 54, FHTboERS3
PA B ER OB AL LS. 0%, BAL, I
MEEBEIHEEBRONEIS AN, 15EE
CCRIEMNE, WHES, BENZLVIRAL
FILT 94 A Mo s, LROBHEATHCE
TS, IS E & b TR ET S 5.

RE - ROERE LBRAKE

PHOBRGHEETH B BRERVBIED 22
i3, BHORTBETS b0did s, KEELHE
TIRAROERIE B VA, KENEBLORE
DIOWESOELIBESh, THEOYSE - &
WatUh. T30 - BREMRESR ETROR
DRBHBILORE D OHEDBLFEE Sh
BPHRCRAEH L E LS. —F, BREORYE
ThHBMRALE bRSERL RS, Thidd
BEBtEIC X B RMLELEZLbNE, ThoD
RECEAERORRL LTOREEY WEE
Y kBTBI LN DS, ,

372, BHRERMRED LI REHR R
PRTERLHL. BHA, BECE)RERZET
BIENBHY, TAREENLETHS. ThI
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} 18 B0k RELRR

\

o Ilg‘-‘;‘,'.,,-‘ﬁ—Eﬂ - =

S §~‘__ ) f | \
0 \“‘I”“H I“\f\\\ \\\\\\\ \\\\

E3 HHORE{Ehi
© LBAmRE, @ #BFE L TOBHE (annular ossification center), @ RE, @ Bz, 6 THmZzERE.

B4 REORL
O HSO&ELHD, @ HESOBLHD, @ HESRBLES, O HIREES.

E5 DR b

@ ossiculum terminale O@{Lhdy, @ @%EOD'%{ b, @ RESOBLPD, @ MEHEAEDB{LDD,
O ERETHRERS, ORBHRIES.

(B8 3~5 : EI-Khoury GY, Sato Y. The Pediatric Spine. Vol 1. Raven Press ; 1994. p.141-70.%)
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AR I LD & LERBEOERTE, R
Hed T HHHOMRNE 2 SRS LTy
3.
FHOREL THE LLREBETHE, FHERAE
B545RIETFOERIPASPITL > TETY
5. EROGICHHEMBEREFGZRT LFH -
FREMBRIE T, FERHRIZEST % Notch ¥ 7

Bt - HEREBH

FNVRICRENSHD L EZ 5N, DLL3, MESP2,
LFNG DBIZFEREZRTEOREHNDH 2%, ik
B xiE, (HEREE, IMEROXREELRT
Currarino fEEE T, S AF Ky 7 X BRFDO—
DTH% HLXBY BIZFICERLTRTY. -

iR

R

p.141-70.

Sadler TW (ZHEEA R). 7/ AERBEE SO BE AFAINVFA TR, 5 —F V.3 F ;2006
WEBET. Nowch ¥ 7 F V&4 LI AHIOSEIRE. RFEDHWH 2001 ;199 :891-6.

EEER, BERT. KMERO A =X A, ARSI 2003 ;35 284-91.

PSR, BRI, MUEBIIME. AERASE. BHE . #ILE 2003, p.26597

El-Khoury GY, Sato Y. Imaging modalities. In : Weinstein SL, editor. The Pediatric Spine. Vol 1. New York : Raven Press ; 1994.

6. Ogden JA, et al. Postnatal development and growth of the musculoskeletal system. In : Albright JA, Brand RA, editors. The Sci-
entific Basis of Orthopaedics. 2nd edition. Norwalk : Appleton & Lange ; 1987. p.91-160.

7. Lachman RS. The cervical spine in the skeletal dysplasias and associated disorders. Pediatr Radiol 1997 ; 27 : 402-8.

8. Sparrow DB, et al. Mutation of the LUNATIC FRINGE gene in humans causes spondylocostal dysostosis with a severe vertebral

phenotype. Am J Hum Genet 2006 ; 78 : 28-37.

9. Kochling J, et al. Spectrum of mutations and genotype-phenotype analysis in Currarino syndrome. Eur J Hum Genet 2001 ;9 :

599-605.
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l 18 BOHE - RECES

18 BOHR - - BECER

BREAFE

B E ERIE

BREEBOBICEICHAFRT 20, T - 4
BORSLEFOLETH L. HEECHWE, MEOH
Z, BELEVPEETAZELDHAHN, T TIEE
B3 5.

A. 8k

BROFHNIL, 2 KB TIHBLIT, 2 &L
TN TIT) OBERTH 2 B 1)V B

a. EvE CmkE)

BETGEHEEGY 90
RICEETHBESIC

b. Itk (2ILE)

RRIFERIC
7T

B — aemices
- TEB

m—
AL L b e

B1 SROHUE

(REET. NEHZ. MEIE MR, STHE; 2004, p.7-24.")

TIRERE GEEOERALEOBREREIDL S
TH) FEREEEICRS L ICHSERFL, B
RHREELIEICEET S, UNTIREEREH
0°DAEICHE, B, BN BERI-ERICR
HIZETHECL, BE5 %, BIIAFOER%
R2I9, $74bbHBAMKFCEL LT
5.

HAADHEEDIEFMEIZIZT WV O DHfet7—%
Mhb. 6 BT TCOMIBEEFBEOILY R HSE
BFREPL F1)?, S RUBROMEIIIHHEE T
B 17 EEPREBREAES OATTRTH S
&2 &b, MNROFRICIHAZHIDH Y,
AHIALY 1~2emEL B, THIFEMIZE
ZHEREOBRE M L HEBROEMIZ LD L ShTY
50 BARANBRAD & REHIEIR, BHETI16722
6.2cm (FH+iZ¥REE, DTRHRME), KT 1542
+49cm THY, THIFFKE B~EVA, SE,
TL—VThEEERBEEVY, Fi, BERED
ERZERE EDICREES RoTWA, Th
BRECEBROERIELZ LICEIELTHSE (R
3)°.

B. M - FrDREDHE

MR - RBROR S OHFLZFARB IV 25D
HFEEHY, R/ FRILE LE/TEL X {FIA
ENhb, BB (EIREERE) (arm span) &1, WA
PAFEEL (FEEZ0°MNE Li-Exo, I
PIRERODCLEOERETHS. BEEIFRE XS
HBLY, EBREENHIT% THEY. RIS
BARAOEHED Bl LB/ A REOEL R
7. '
LE/THRIEHEY THRTRL-ETHS.
THEL M TCORERHES LES, OKRE T TORE
BTh), LHRELIAENLOTHREFIWMET
H5H. PRIZEEMENEIETEORS L LR
FEC (@27, b/ THROERMEILHLET
17~20, 2~4®IET 14, I0RIETLL BKAT
102 E8hTws, ERICETHROEEHELES
ZLREETHY, BEELHE, SESLESY
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-
L SV SAAE
3 10 35 50 75

N (¢%E)

. 449 465 477 490 50.1
495 512 525 540 553
516 .532 546 562 57.6
550 564 580 599 61.2
578 59.4 61.1 629 643
60.6 621 636 653 66.7
626 640 654 670 685
640 654 669 685 700
651 666 681 697 71.2
662 677 692 709 724
673 688 703 720 736
68.4 699 715 732 748
1695 710 726 744 760
704 720 736 754 770
715 731 747 765 781
724 740 756 775 791
733 749 766 784 80.1
741 758 775 794 811
749 766 783 802 820
758 775 792 811 829
766 783 801 821 838
775 793 811 830 848
783 801 819 839 857
792 810 828 848 86.7
80.1 819 838 858 877
81.2 831 850 87.1. 891
850 869 888 910 932
883 903 923 946 97.0
915 936 958 982 100.9
945 968 99.1 1016 1045
97.4 998 1022 1049 108.1
1002 1027 1053 108.1 111.4
1031 1058 108.4 1114 1149
1062 109.0 111.8 1149 1186

%1 BEAASRDOHE (cm)

Slw-bosxTHiRE L, ZRIRR L8/ THikE
B2z 5055 . EEOFHSHR LA, 2
BRI TIZIBLT, 2 R L TR TIT ) 02
EXTH2 @Y. RECHAAOEHME (&
2) PORHEL RN L8/ TEERT A,
CAURASRD L/ THIRICHS TRV EL & 5.

C. DR

MBOR S & BICHEllT 2 HEitE - THS
f,BMK;pfﬁwﬁwané.itﬁ%ﬁﬁ%

BREHR

LI RUSAIE

90 97 3 10 25 50 75
o , oL (BRE).
51.0 520 450 461 473 485 497
56.5 57.7 491 502 513 526 539
58.8 60.0 512 523 535 548 56.1
62.5 638 545 557 570 584 598
656 67.0 571 585 599 614 63.0
68.0 695 591 606 620 637 653
69.8 714 61.0 624 638 654 67.0
713 730 626 640 654 669 685
726 743 639 653 666 681 697
738 755 652 66.5 679 69.3 70.8
750 76.6 66.3 677 690 705 719
762 778 67.4 688 701 716 734
77.4 789 685 698 712 727 742
785 799 69.5 709 723 738 754
796 81.1 705 719 733 749 765
80.6 82.1 714 729 743 760 776
816 83.1 723 738 753 770 787
826 84.1 732 748 763 780 797
835 85.1 742 758 773 791 808
845 86.0 752 767 783 800 818
85.4 87.0 761 777 792 810 827
86.5 88.1 770 785 801 819 836
87.4 89.0 778 794 809 827 . 845
88.3 90.0 786 802 818 836 854
89.4 91.0 79.4 810 826 844 862
909 926 80.7 824 841 860 879
952 972 842 860 878 899 920
99.2 101.4 876 895 915 937 959
103.3 105.7 909 929 951 974 997
107.2 109.8 941 963 985 101.0 1035
110.9 * 113.7 969 993 1017 1043 106.9
114.4 117.4 99.8 102.3 1048 1076 1104
118.0 1211 1026 1052 1079 1108 113.7
121.8 1251 1052 1080 1107 113.8 116.9

(BEHEHEERAYE - RERES. TR 12 FLYRSBREFARSE.

DBWHBE LTI, WBAERINE, PR, &
BTN, ZREOHVEORELERT S
L dsh A, JRIREEN & i3 LB KRR, RIS & i3
BB TRE, EMACE & GFEE REE 5. b
Bl BlroBEERERT TR S
#, TR ERE L HREOMEEY. LEECTE
WETEEDT, BlHOHIEERE TR DB
bHo, LRERBAENT B L &I, ERESMILE
B, BEHEIUNEERNRALT Y. FHORES
(FE) 11, BEERELL hiEROER ¥/
REEMOBE - REEREREREEALZERD

— 553 —~

90 -

50.9
55.0

57.2
61.1
64.3
66.8
68.5
69.8
71.0
721
73.3
745
75.6

76.8
78.0
79.1
80.2
81.3
823
833
84.3
852
86.1
87.0
87.9

89.7
94.0

98.3
102.3

106.1
109.5

1129
116.4

119.6

97

52.0
56.1
58.4
62.3
65.7
68.2
69.9
71.2
72.4
73.5
746
75.8
77.0

78.2
79.4
80.5
81.7
82.8
83.9
849
856.9
86.7
87.6
88.6
89.5

91.4
96.0

100.4
104.6

108.5
111.9

115.4
119.0

122.4
2001.2)



14 18 BORE - RELRR

92.3 3.1

110.7

7@ 1225 516 677 297 70~79% 1543 7.9 820 47

9 1336 566 72.7 3.12 A 1542 49 856 25
10% 1390  6.12 751 336 60~69#% 1438 53 777 34
1% 1451 7.14 77.7 3.86 70~79% 1402 55 744 37
12% 1525 807, 813 455 Uigy 80~8OmE 1387 71 726 43
13% 1599 772 85.0 453 UNRZEBIEN . ABEND—ERAEDT YA VAN, BB
14% 1654 675 881 402 F—E2;1986.)

# 15% 1684 589 90.2 3.47

6% 1700  5.81 91.1 3.31
17%& 1708 581 91.7 3.26

&4 HFEAOEER/ SR

5% 1099 4.68 61.5 285
6% 1158 4.90 64.5 2.85

7H# 1217 522 67.3 2.96 51 0.970 0.978
8% 1275 550 700 3.1 105 0.969 0981
9% 1335 620 72.8 3.46 158 1.000 0.995 -
108 140.1 6.78 75.9 383 N 1.000 ~1.000
1% 1469 669 = 793 3.95 AT SE TR LA

12% 1520 594 822 3.63 (NRZEBIED . ABEAD—SHUEDT S V@, BEHR

Y—E2 ; 1986.9 &DIE)
138  155.2 5.42 83.8 3.24 =

141% 1568 5.27 84.9 306
;158 1573 - 531 853 298 °
- 16® 1578 531 856 - - 299
17#% 1580 528 856 296

(XHBHPE. T 17 FEPREEREBEE.)

125% 258%

Bale Ba'R mER
2 BRIC#ES>TOR—Y3v0B e
(Dimeglio A. Lovell and Winter's Pediatric Orthopaedics. 6th ed. Vol 1. Lippincott Williams & Wilkins ; 2005. p.35-65.%)

AL PIEOEROBY T AY. THEZE S ORES G108, E2M0EWVITZ) O%H)
%, LA EEA,ONRTIWE T (spina malleolar ¥ COERELEHIT 5™,

distance : SMD) % EHll 3548, MEICEGEL R
NAHBUTIEBEA SR TH $ T (umbilicus malleo- .
lar distance : UMD) #&HlIT52 L 552" A BE - FROBEAEF

ETHEEST A L &1L, FBEEEAREE - KRES ; :

BEEEHRL T, ERIEN @EOREN)  FEPLEECAS(ORTIESTS. AE, R
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a. {PERE (2RKE)

b. EEfisx (2mbLt)

B3 EROFHAE
(Dimeglio A. Lovell and Winter's Pediatric Orthopae-

dics. 6th ed. Vol 1. Lippincott Williams & Wilkins ;
2005. p.35-65.%)

o R :Kpfdpdriidnate)“=f ]
o " 3kER (disproportionate)” | -

SREGBE

&5 FRING LE/ TELEOERE

58 1.27 1.27
65 1.26 1.26
T8 1.24 1.24
8 1.21 1.22
98 - 1.19 1.20
108 1.18 1.18
115 1.15 1.17
128 1.14 1.18
13 8% - 1.13 1.17
148 1.14 1.18
158% 1.15 1.18
16 8% 1.15 1.19
17 8% 1.16 1.18

EEE, FRIMSERESIVVEBETIRULE (R2Z2BLIC
5tE).

#6 FHERKHE (target height) B KU targe.t
range OEHAE

BIRO target height
=(ROGE+BOHEE+13)/2(+2°) cm
LU0 target height
= (ROFR+EBOHR-13)/2(+2") cm
EIRD target range=target height+9 cm
R0 target range=target height=8 cm
*target height LBV THAARICBII 2 REMHREDEXDEE

EZRBUEAIE. BXE2cm EMRA S (corrected target
height).

R, e voHl GBEM) BF, KE B
B - OENET, HARENET, BE - hENE
B, T8 - KB LONHEFOIEN, FVEY
DR, FRBELZ EORBRATRH TS
FRIHTARAOHEE 25013, WEDFED
CEEEINLROTFHEEGE (target height) »*
BEIRD (R6).
BREVFBERHEYIEA TV EPE»OFHEIC

4 BHRODE

3, BEHZHVL. EFOXBEAZHREL,
7FIRALRBT B, I VK a—F R A
Y7 bBEREATVAED, KELICEERLH
Wit 5ici, BILLA-FREOREHR 5. FRE
BEBIDPBTAHPLBBIL, 2ERITAIZ8DT
RTHHBET 5. 3~9 R T TCRFREOBIBE
BEELOI1I2FTNWIEELEZ LY. BEY
CEBRENIE L, CORERZREMOREER
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18 BOME - HELRE

a. FEEmEL b. mkERY GEABENER) C. Mmemi CEUNEREER)
E5 IRIERIESE

R7 EHERETTERGRBOHE

SENIREREEE (rhizomelic micromelia)

REMENE REEERE. AERSREMNE, ~RRBREME GA . B

HIRREAAE (Jansen B, Schmid 8¢, McKusick 3Y) ’
ThRSRSEAEERE (mesomelic micromelia)

SRREBRENE (hFE - BEE), PERRYME (‘Z‘ﬁ;ﬁ - BIE)
SNIBERIEMEE (acromelic micromelia)

1Bt FRTMA AR T
Eﬂqﬂﬁﬂﬁﬁﬁ?ﬂﬁﬁ; (acromesomelic micromelia)

ZEMNBREME, Ellis-van Creveld ﬁ?ﬁ;ﬁﬁﬁ Jaf‘ EPF?ﬁEﬁZﬁJ‘ZE
lﬂiﬁgﬁttlu—i@ﬂﬁm%a* HOBom

EEUBRUME". Bt RURE, SRUBHRBIYME. £V J[IIHET&<Z>%
EEMBREME". Kniest BRIUME, LXUBH - SRELMRE, BRUESH - SHE
FRuE. Dyggve-Mélchior-Clausen 8RR MME, A JIS®E (I, I, IV, VIE), A3
REETSE. (1, 1), 354 - % Eﬁfﬁk‘ﬁ s Wﬁk'ﬁ'iﬁ;ﬁﬁﬁ

DRI (III&)..%&%%ER&EE&E (Conrad| Hunermann ), ¥ -B- }Eﬁﬁiﬁ;
BREE-Q, &), 848 - Eﬁiﬁﬁﬁ‘zﬁﬁ i*""&""’ﬁftﬁ BRBE

‘EEUBREMECIMEE SDICERERIETL, NBERLN SHRERILTLTD.
CSEEEIFN. BEESR 1998 ;17 U8TIS): 220-3.7)

P LARBES 5. TRMEMORE, HEEcEA

ERREVHE BRIRKREL 12480 BE -  FUORESSRAKE

%", X BEETHES - REZNOBRGIHHT .
NEFRIEET2LE2TEL, BRT IR, BE - RESEETHEIELLHNT SIS
CHKRT 1T R AICHYT 5. i3, A—ANEOREOERE,LDOREEERL,
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+9SD (EH¥{RZ : standard deviation, +3SD % 7 v

FETEA VL ETRBELH D) BHNIIGE,
Fix 38—V IANVUTF, 97—k F LI
UEAEREL LT, LEISCTHEELTI A,
RO LI CRROFBOZRTHLENH 5.

BERGEBTIHEERE RTINS, KR
JB7/OR—Ya IiCEVE4DEHIHETES.
&R LU D8 Y ADENTWivd O % FEHHE
RME XU, ShEeEREHERN L NEEHEEIZST
5. WREMHRNGENIGS, R, EABEO
WTENOEHEAERMICEIOPTESIZHES M
B45, INOOMAEHE (PR & EAERETO
ey YHEETAY @S5 &R7).

—%, MESAEVEBRIE D LWY, REHZ
DX Marfan FEEEE T, NI TEL, FBD
MEL, CHWEE LIThD, Fof, EXREHE
#£<{ L¥8SE, Shprintzen-Goldberg JEBRE, HE VX
F RETHNUE, FEMFHER Marfan £
#). Stickler SEMERFIZ bRIBETRTAH, MKEE

SREHR

&8 MEOINMETRT EEEREAKE

RREBEEME (Conradi-Hunermann £)
CHILD fEt®Es

B BRREAE

AEBBEE

Fi e

Beckwith-Wiedemann fE{zEf
Klippel-Trenaunay-Weber fE{2E

Proteus fE(RE#

Russel-Silver fE{REF

v,

DR SR KRS OFERHBERTERFEED S
5 (KR8). LOREOEZFMHL T HI,IIER
ENTWiWY, 2cm BEFI TOTRREERZLER
AOD 21~36 % iIA 5N 5. WUEOIERF#E R
TG BERBEBRTH BRI, BFE
FRESCPHEBRRE OAM, XERETOREINRL
D1

C5RER)

R
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