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R MERIBE T DA 2 AV VA 2 R & F]
HALIEFHEBEEERNOAEREZHALLTHY,
HLRRm L SNTWb 'Y, 20—5T, @od
OHERENFICHETH Y, B TH 10-30 % &
M DINAIEY: (SSD) 13 b BIEMN THET 7o G
PHED12THE Y, ZOY AT LLT,
HHE, [EOH, KEERESEIERY AR
FRHESATND T N, bhbhoBE T
FOETEHRELTWDZ ERDRL 2w, 4E,
HIEBIOLWEEBLOREFEFIH LT, ) 27
K7 (2B 3 D RBIAFIE 21T o 72,

HiEEXSR

T BERECPUE SR 5 &6t — 1k L 72 2017 47
2 A5 2021 4E5 H £ TIlT, YU THHIC
£ 0 R 7 1 B AT 2 BT S vt AR
PRI E B 109 B (62, BILAT) & xf%
L L7z, TR R (3Pl 13.9 5% (9.5-19.7)
Thotz, FHISSIA 4 4, BFRME SSI A 3 45T
Hot-, ZNHDSSIICEALT, iR ET—
2, AT — 20, X2BE, vaas )
> DINERLFIRRE Z FIH L CRET L7z,

w R

YR OIEFNIC BV T, SSLICH L TR
MAEEZZ b THEGEZ R LMD Y 27 K
FILIEE) S 7z, BREEE (p=0.163), FHikk T
R R (p=0.101), [H & HEM 4k (p=0.176),

SETF MR IRG A 7 DERFEIFFE -

fr,. BA W 7zt K E B &
KoOE A MW oFE W H G O

GMFCS (p=0.181), R /L — b file {5 R 8] 32 T
(p=0.138) 1%, SHOIEFIERIZL Y FEEN
EUDH L7,

O

SSI U A7 A BEITEEFN T TS 2> 5 44
L7z, EE HIIZA BIOBRBIIIE 21T > 72
ﬁ,éﬂ@ﬁ% BOTHESTIEHAS A2 LD
X7 oto, WICEZE, BEED Y X7 K125k
LT, YR QMR IERIEE FIfExs ¢& T
HEEZDLZENTEDLNBENRN,

X

1) Allen BL Jr, Ferguson RL. L-rod instrumentation for
scoliosis in cerebral palsy. J Pediatric Orthop 1982;2:87-96.

2) Modi HN, Hong JY, Mehta SS, et al. Surgical correction
and fusion using posterior-only pedicle screw construct
for neuropathic scoliosis in patients with cerebral palsy: a
three-year follow-up study. Spine 2009;34:1167-1175.

3) Yazici M, Asher MA, Hardacker JW. The safety and
efficacy of Isola-Galveston instrumentation and arthrodesis
in the treatment of neuromuscular spinal deformities. J
Bone Joint Surg Am 2000;82:524-543.

4) Gau YL, Lonstein JE, Winter RB, et al. Luque-
Galveston procedure for correction and stabilization of
neuromuscular scoliosis and pelvic obliquity: a review of
68 patients. J Spinal Disord 1991;4:399-410.

5) Nectoux E, Giacomelli MC, Karger C, et al.

Complications of the Luque-Galveston scoliosis correction
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technique in paediatric cerebral palsy. Orthop Traumatol
Surg Res 2010;96:354-361.

6) Jevsevar DS, Karlin LI. The relationship between
preoperative nutritional status and complications after an
operation for scoliosis in patients who have cerebral palsy.
J Bone Joint Surg Am 1993;75:880-884.

7) McCall RE, Hayes B. Long-term outcome in
neuromuscular scoliosis fused only to lumbar 5. Spine
2005;30:2056-2060.

8) Sponseller PD, Jain A, Shah SA, et al. Deep wound
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infections after spinal fusion in children with cerebral
palsy: a prospective cohort study. Spine 2013;38:2023-
2027.

9) Szdke G, Lipton G, Miller F, et al. Wound infection after
spinal fusion in children with cerebral palsy. J Pediatric
Orthop 1998;18:727-733.

10) Takaso M, Nakazawa T, Imura T, et al. Segmental
Pedicle Screw Instrumentation and Fusion Only to L5
in the Surgical Treatment of Flaccid Neuromuscular

Scoliosis. Spine 2018;43:331-338.

NSRRI IE 512 350 B M B AR 9 &
FERETROL « SR - PR E DB ORRE]

e AR
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B =R

A 95 germ cell tumor (GCT) & 1%, MR
N BT 2 B AR SR R L2 f i3 2 3955 o PR
T, wIE (R / R ; teratoma), PTG FENE S
(Yolk sac tumor), ##=E# (choriocarcinoma), Jif
WeVESRE (embryonal carcinoma), & I / —~ (i
ML S TEMBT A ATy —3 ) —~, Tx—
=R LT D), RAM (mixed GCT)
DD, AL LT, MR R, JREMER
Gh 5 LRSS, ERR, HAERE, AR &AL
HiLd,

/NRO GCT I fA T, FBIFIEH LKA, hIE
IR DK 1/30 FREE CTd vV FEBRAYIC & L ik 72
W LZEBEITOREIT DL, RIEMRICT#£K
T OWFFEDRRAFNZ LR THE A TR, KRS,
AN DOVERRSL (ILJEES - #ERR) O ISR o Ry
PEZ ST ST STV,

WUEEE, REOICAH TS BE—fagx & U TIIER
JEFEB 2 HUl SN GCT OFERIA 2 <, 2013 4F
I SERR O &2 5T, YRR L LD

WL,

Hof ok # B o o F

289 1] 1L 2. 18 SR VS A e BeELE D Jie R s BRA: %
HLTWD Y, MRS OIER] S & TR
BN GCT, FRIZPERIMC T AT 2 Ifi i
NS5 DGR, JRERAARL 7Y, 0 F BB TR E
HONCT DI EEARROERET 5,

B &
OAMEES GCT 122\ T

MR CRBEREN D 2018 4F E Tl s, @2
W4 \CHEMERE B Sy 3 B £ D 12 B, filEk ©
2013 - E Tl bR S, W4 (MRS AR 5y
NEEND 36 6, FF48BlCONT, ERKT —#
R AR A R L7, RELER IOV TR
ARy & R OOFFICIER L, W& O &
RPN DNTIRE L7z, MBI E - 7358
1%, BARESRS/NEEEHS O EEERICL D
N RS AR O RE R | U 7=, TR SRR
KD MEE T OHIE S NEEZR S DI L T
L, Sk b Ye s (o-fetoprotein, Cytokeratin,
Glypican3, LIN28, SALL4) % ffHl L CHIE L 7.
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—ELL Lok A 56 D VIR ER ORI, 15
JERIT L0 ZEMEEE U T VRS AR Ay & 3Rk LTz,
@FERE GCT 122\ T

2 CTRARERF 2> B 2020 4F F TIZYIBR X AUiith
GCT &2Wraniz 32 fllc>\WT, KT —% %
Flt e U s BRA R A PR L 72, IR BRAEAR I D W
T SBERR S B« BB O PHFe, U
HERLR 7y D RIE L LS\ E 9 DNCIERE L TR
AL, E£72, B —< MRS B AVTIEN
IZoWTiE, A CEEWR) okl /) —~v0D%
< TROBAD 12 FY R I H % fluorescence in
situ hybridization (FISH) THiFt L7z,

#w R
DAl GCT
448 Bl & CC, AR RE BT R4y 1 IR B SN
(YST) OHTHY, MMoOEMEIEE R T8 72
MoT=, A8 33 451 (69 %) | AIEIEDHATE
P8, 154 (31 %) TIXYST DA ZEFRDT,
YST & & WEOPHFH (YST+T) 1%, (&R
Rl & xOmEfEND, K1 O4F— I ES
nic,
Type a : [T 2SN L CHETE (8 i)
FFFEIEPNIC YST MF(E (4 f1)
YST WA OFFTEMER A3 10 % LA 1 (9 i)
YST WNAOETERERST Y 10 Y%A (12 41)

Typeb :
Typec :
Typed :

Type 1

Type 2

®@¢g 00

Type 3

1 Yolk sac tumor (YST) &EFHEEDHIFER D4R
MERFREEBLLICE>TanbdETLA4DONE—VICHFE
ERN

Type a:

- Q

O DREEIES(YST)
@ ZL0E(T)

WA DI L THFE

Type b : FHAERIC YST H1F7E

Type c : YST ASNDOFMERSH 10 %Ll
Type d : YST AADEFHER S 10 % Kt
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Type a 7> 5 Type d |2 [ERRSOEES (N
@ﬁﬁmm%ntoit,mT®&®rmﬁ
SRR SRR ME I SR BTz,

OffthE GCT

JERZWT M E L 72 & EE 32 1 oo IR g o>
EEARRBL AT e 1, 2123, aEE (K
o R 21 (66 %) LHE T, YSTI #,
YST + T2 i, YST+ T LIZ+® Mixed germ cell tumor
8HITH-T-, 8HIF THIZE /) —<ROFHFEL
2 G125 10 AR (4 » AL 6% Thoi,
T == 2OV TIE, 12 FYROIRER O

F 1 Hiths GCT32 GIDEERKRIEAR (1)
THAE 21 )

FAARAL | ARl | EGITE e RS Tt
<1y 2 |ope DI alive
sy 6 U v iR T YST—chemo/ aliv

MT radi/ [ S BERE A ¢
BB 1 6-9y | 5 |ope alive
> A CHk B2 B —chemo 28|
S0V 5 ik MT 0 alive
<1y 1 |ope DFH alive
IT 1-5Y 0 ope DI~ alive
301 | 69y | 0 |ope alive
S0y | o |[[ERITOZAFP LRS D YSTHE
— {75E\ ) — chemo R UIBR TIT D

MT: mature teratoma, IT: immature teratoma, YST: yolk sac tumor

®2 fiths GCT32 BIDERFRIZR R (2)
BMRES 11 61

AR i | WRESE | Tk
IT+Cho+YST+Sem | 13Y | chemo/radi | alive
IT+Cho+YST+Sem | 12Y chemo alive

ig\‘ IT+YST+Sem 6Y chemo alive
'5% Sem+IT 13Y | chemo ®D 7+ | alive
i Sem +1T 4M | chemo D% |alive® |[71— A4
E Sem+MT 13Y | chemo D7 | alive
1% Sem+MT 10Y chemo dead
YST+MT 1Y chemo alive
YST+IT 2Y chemo |alive* |[d]— AN F3E
YST 13Y chemo alive
YST 12Y chemo dead
Sem 13Y | chemo/radi | alive

MT: mature teratoma, IT: immature teratoma, YST: yolk sac tumor
Cho: choriocarcinoma, Sem: seminoma
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BEIZ o & FISHIETHRBR LN, WM (66 %), (IEMER CEEm TH -7, YST+ TIiX

T FNARBHTE Aol (2 bar—L b
BT 4 AV y—3 ) —~TlBE 7 vt
L72),

=
Ofili2#8 GCT

MRS GCT 132 TYST ThH Y, ZD 69 %
CHERENDHFEL (YSTHT) R0, wEoR
# (30-40 %, FEFETHIRE TV RWY) KD
HIXDNTENERE R LIz, ZHITREED YD
BT DR EMA—ELTEY, YST iy
INTRICEERIZD, ZVDOF OO H -
THRA LN T Z RN TR A & HITRME S
HbDEEZD, £z, Typean b Type d I\
NE EFERAER D @ OE R 2338 0 A, YST O
T DIEBIRE R 300 @ ME I 23780 B
7= X, ARIEOTEEA YST &0 %745 2
LETRRTHHD0E LvRu,

INROKER GCT Ik WL, /MEH o GCT
& L T teratoma, prepubertal type, Yolk sac tumor,
prepubertal type, mixed teratoma and YST, prepubertal
type 23 FX E S AL CTHE Y, postpubertal type > GCT
LR D MBI EER L S, K
HEClJ mixed teratoma and YST, prepubertal type /&
MIRVFRIR b D& SN TWD, (IR TIEAE
DRBTHERIIRD b, ZOHEHBIZONT
13, FERITHERA N S W O 72, AT SRRy
MRdpolzl LThHRAIZYST I EH ST
LEI ZEBHERISNDD, FOLC & 2 i s
FHERBRRD BRI OND,
@il GCT

fERE GCT32 D 5 LA TEIED 21 i & Fx b % <

21T, WY 1-2 O RSE T, IR GCT
THHALTZYST + TIEGIRE O kg & -
TWED, ZORIINRVIKRN-T, B ) —<
X7 8 4T 6 BT EEMEUMEDIES Th - 7=
2, 10RO 2IERREEN TN 4 r AL
6%) . MEMRAEE; WHO 4348 (2020) Tk /—
LIS 10 L, BICRIET D L s TE b,
AR OFRIEILIEHT I T, BLFF A T PubMed
OB TIH2HIOAMRTE LY, RADER
V== D% NE 12 BYOIRD R E 2O T
X, RIRORFEZLD B D 72 D045 BIOMRFE T
B TE o), SIEMEMFTLTVEL
W, fitlE GCT @ 5 6, FFIZ YST+ T ONEf], &
) EEANTERICOE, 5l &k HiluER
FHIFTRAMRE L, F ORHHIZ D E Az D iER
EHERFTT 22 EHITHO TETH D,

X

1) Yoshida M, Matsuoka K, Nakazawa A, et al.
Sacrococcygeal yolk sac tumor: A clinicopathological
study of pediatric sacrococchygeal germ cell tumors and a
proposal of the pathogenesis of sacrococchygeal yolk sac
tumors. J Pediatr Surg 2013;48:776-781.

2) Iwafuchi H, Nakazawa A, Matsuoka K, et al. Seminoma
accompanying mature teratoma in an infantile mediastinal
region: A rare presentation of infantile germ cell tumors.
Pathol Int 2016;66:540-542.

3) Bravo-Balado A, Torres Castellanos L, Carrillo
Rodriguez A, et al. Primary mediastinal pure
seminomatous germ cell tumor (germinoma) as a rare
cause of precocious puberty in a 9-year-old patient.

Urology 2017;110:216-219.
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C RGIEGIDOWRIR T — % 2 iekh ST 5,
NI E X, ZEFE, R, AT —%, R
Kk & Th b,
[WF7E DRI

ARSI MBE RS ORKGRE =T TE Y, 2021
2 A L0 MR EE B M LT, 2022 424 A 8L
EITRE 7 lEfhch o, EiE5mt -
B DR RN TE DR TIER N, 2022 H 2
IV TANEE D EEZ LN, RIRORENT
BT A TETH D,

HMAETA
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1) Gewillig M, Brown SC. The Fontan circulation after 45
years: update in physiology. Heart 2016;102:1081-1086.

2) Imoto Y, Sese A, Joh K. Redirection of the hepatic
venous flow for the treatment of pulmonary arteriovenous
malformations after Fontan operation. Pediatr Cardiol
2006;27:490-492.

3) Pundi KN, Johnson JN, Dearani JA, et al. 40-
Year Follow-Up After the Fontan Operation: Long-
Term Outcomes of 1,052 Patients. J Am Coll Cardiol
2015;66:1700-1710.

/INRIZBITS Methotrexate (MTX) 5% OHEICHT 5
magnetic resonance spectroscopy (MRS) D&}

Hon ok Y, " & XY %O o WY
TR/ N U R T

B =

NRBIT D MTX FH5%ZDOHED MR A7 b
W@%@ RIS W TIEAH 72 B %

o MRNBENLZ EhEE 2 — (BLF, Yl
ﬂ)ukwfiﬁﬁr%¢ﬁ@r%,ﬁrﬁr$
WZBWTHAEB LOEEH O MRS 7— & 2%
FELTW5b, Yliigh Tk LCModel ¥ 7 b7 =7
Z VN2 MRS 7 — & AT X 0 (R R A 45
TWb, SWFICB W TIE, MTXIEEEIT- 72
/NI DS Ao BBFE D MRS (2B W T HE T
WZEALIZ DWW T OFERMZR AT 21TV, HEMIED
FIE TR EIE Y, FEETRICBE L T2 i
ERLHZEHERET D, RBRIF 2009 41 A
5 2017 4 12 HICHRNNIRNL Z S EER e v 2 —
T MTX % AW T2 LARE O Rif: THEEID MRY/
MRS % fifT L7dEfl, HEaE LT/ hEamY
UoMEAIME (ALL) B L OMEMY »XfE (ML)

WRREXG LT 5, YhEsk o ik - ER
T%ﬁbfwé%fr 2B MTX 2 L7
U D 2 RBOER AT 5, it LeT —
X EEXD ETY A ML, B2 E»HE
fin, MR, R4, TRERRHE MRS HE1TTH, MTX
B GRE, WM, L&, AENEOAE, R
e, FETHR, GHEEZT—XELTAD, X4
Jiti 5% O T FRE CERF L TV D E D MRS 7 —
B A NMIH DY RER & i, & REE O
B CEITH By ofREH R EE & 3 L
LCModel Zffi ] L CEEMHT %17 5, MRS 1% 3T
R ¥E®E (Siemens f1) (2 X Y 1H-MRS (Y-850 H
H0 11.0-19.4 mL; TE/TR:30/5,000 ms) 75— % %
IN4E, LCModel |2 & W KJRE % 3588 M & L C,
N-TEBF LT ARTE UM (NAA), 7 LT F
(Cr), XA4-A4 /v h— (Ins), V¥
+ 73y (Glx), 2V (Cho), %2 (Lac)

1) A
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WD EHEREC 2 —  ieRAVE
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2) W RERE
5) BRIEHSIY:  rhigsh e
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DRE A RO T, RHRE % R —EFIZ BN T
DREREZEAL, MTX & 55 G- 7 & oo B
BRI 5, £, Yk THRE LT IR
MRS 7—# L D HIT I, 5 H7-4 64 SEH]
135 A O RBHHATE (K1) £V, Ins ORREE
BOTBE A 23 TRIR S 728, LSRRI TR %
FEWE L U HGEH TR CIX AR EITGE O LR
otz (K2), REEO(LFEEDO T 7 b a—
e LT, I, HERRRIE E RN D MTX
BEMERNBE LM T TWD oIz, &R o
KEMTX #HIR#E 5 (HD-MTX) OHEAH 0,
HD-MTX R4 T DA% AT L 72 iE 5 O gt %
1Toilz, 219ER (HEMEREGE 3, ALL8L %,
ML19 %) Ot (K3) TiX, #if% T Glx O
DEIM 2RO T2 (p=0.003), HD-MTX # & fi:
WARZ T 4 TEREORBTIIAREZRDT,

Ca cr b
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HD-MTXR T sl
% )
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P —
2101 |- CERBMEMETVRSES HD-MTXHEATSE B o 27E] 69T
3200 (B R BAIE1H)) 283 I (B BisEORY) (B ERREOR)

Eifg B HRE 145

BIRTHEAT: F492.6:39.78 81 AL 22f5(81%)
EEREDBY 65 #REITT: FH2042 2278 8 ML 5(19%)
EALD 7 :8f

X3 EFHmEOT7TO—Fv—h
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BRI EARVEHLE (M4, F
7oA 1 T 2 HD-MTX O R 100 H Ik -
= TIEFOBFHC B WL —H L CHEREL
52 DRI OEAITER D e hr o T,

SHROFEME
FERIC A EMNE 2 2 U7 AER] 14 FEFIZ BV T
BINTOTF— 2217, FERMER, EAE

BMIERE, fHERT o7 0 7RO 3 BRIV TR
WL DR F 21T 5, F 7z HEMIEREICE
W (LRI >V TDO T e v &7
W, HACHOWTOT 2N Z 5, [FEROANZED
B RIZ B W TBRICHE S TRV TH 5
M, EBEORE LRI THE LD E AR
BHDHME D DDOILRIRR Z I HITHED b,
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INRERIEBIC BT, AbREIEA~OREZ
RTHRITFER I LIZKREL B D20, ERERR
@%%ﬁ%m%ﬁf&éoéam,ﬁWEﬁiﬁ-
IFEMTFRIFROERIC LY, NEFEGEE -
mﬂﬁﬁf$®f$$uiﬁ b - TR S A4,

db
H

R CTIAERITEIR &2 SERIC L2 2T b SR &
NLEICHmoTE, T LIEBURTIE, B

R MR - AL RO BRI 2 T,
MRS/ « 3 FAEM P FEZ T A7l
TR WNTIEFNC L > TUIMHATH Y, TOBMIEK
filZEz 2OIFEETHS, LnL, Z95 LIZHE
R RAZENEE T v 7T — MOBAT L Z LI
BH TR, REITHEAT LTV 2 /NEREE - fi
A% REFPRBHIAFL THR G TN D, /IR
PSRBT T 2 4Bt e LTI, T2
Wl a U =2 —7 3 258 R REZR,

Dbk, Mk RmE s &
Y polymerase chain reaction (PCR) % - reverse
transcription-polymerase chain reaction (RT-PCR)
1% + TEI3B% fluorescence in situ hybridization (FISH)
el AV ?ﬁi%%ﬂ’]?ﬁﬁﬁi%ﬁﬁ%ﬁ AL,
W IR EE 2 N LB T RIS DR BRI - 2T
TCER, A% b *ﬁﬁ@ﬂ%%?f I, K
ﬁ@mw s Hig 9 2 LA RO LA TND, &

(T AR R R RS TR O FIE & L TR
V—?‘/‘H‘_%ﬁﬁb‘f:*ﬁﬁiﬁ%@ﬂ’ﬂﬂiﬁrﬂ nANG
NoDH5, UFTHIEFEE L I M7 %4 Bt

AL S TER DA 7L T2 T IR S 7 ik 5]

(kLRI S — & v — % I 72 RNA & —
Iy AN L DR ke L7,

AL, ERBRROFBERZ IR LTS b
KEGIE 2 )R, TR 53 AW AT &
1To7zs & BITHERD HIE TR BB 2R 1 B

-+ 1
=,

ZZ)

H o ok #Y e & Ry

SR S L7 o T2 R BB L6 LT, iR
D V*f~%ﬂ%b\7‘:1‘ﬁ§ﬂ£%ﬁo oo ThHOR
ERECE BRIt AT LR (= N SVASH [ R <8 TIZR
A FITERH Jﬁzé TLERTEDLZEITMA
T, HBLORAGA B DI RITREHRIRIES D3R
BSOSO HFLG LD LB XD,

X &

RN HARR 2T B B TSR R H S T
BlaextR 4%, £, Mz X0 M2 DMK
D - TIERBIT, BRI FIEE VT E
BlbE DT,

%K

1. PCR £ - RT-PCR i

JiEEI5 D BURE A iR % L < X formalin fixed paraffin
embedded (FFPE) & & ¥ genomic DNA #% fifi H
L PCR{E&#4T 72, FT-[AFRIC total RNA % filiHH
L, W5 G IZ &Y ¢cDNA % 45 T RT-PCR i
HiToT, &x ODEBOMBZEEZ b LiIcEnE

RPN 2B R AR S L <IERE BB 1 24T
ML L7 T4 ~—%&it L, PCRIEIZ TR
FIRE AT o 72, OISR EY &7 T a— A
TR TESIKE L, i E T 285 OMR
1To7,

2. MEFERRH O e

PCREMD LA L7 N — 2 TV ZAEATV,
WRFS 2 B2 LT,

3. FISH &

Wik D7 —7 %MW TiT -7 (SureFISH
Agilent Technologies, Paulo Alto, CA), FFPE £1}1
7' e =T DRGEMASET D O ICIRBLEE L
TR Lo, 7'a—7 2/ & UG S8, 8
B TR LT, 1Yo & 50 M kR

D MZEIRSLZ EbERYE 2 — HEBER 2)

HARERKT: HAES - AREAEFHE



L7292 T, MREHE L,
4. RNA ¥ —F 2 (KR —r o —2 A

W)

FE 355 D HURS i & L < 1% FFPE MK & U total
RNA ZffitH L, W50 £ 0 1572 cDNA %
JHV T TruSight RNA Pan-Cancer Panel (Illumina 1)
&L=y ho—lr R EIToT,

w R

1. FISH %, PCRE, RT-PCR ik

ARAEFE Oy 7AW E N T 15 & O C 27 SEf, 4Tt
40 DORF 2 AT o 72, NERITEHRERIEE 2 11 451,
PRRRZE NS 5 3], SEEAES 441, NMIEEAS 3 451,
g, RE, JPEL, BAENER (BB 23
ENENLHITHOTH T,

FISH {E%4T > 7= D1% 18 I ¢, 9 il s 8
Rk, 76 CEs RO A, | FTEER X
KEBRF Lz, PCRIEICK DEETEROBFT
B L' RT-PCR {EIC L DR GBIR T- O HIEE
FRH, 21 Bl TITo7=, MRl Lim& i 1
DERBYTHS,

BB REE TR SR S0k 16 6T
FKo2DEEY THhDH, FISHETIE, MESEMERENE
D 2 451°C MYCN D¥5iiR %, 4 #ild USP6, 2 fild
ALK, 110> SS18 O F Ak % 58 ¥ 7=, PCR LT
1%, CTNNBI mutation (JR%, desmoid fibromatosis)

110 (29)

& BRAF V600E (K Jit, pilocytic astrocytoma) 73 [
E STz, RT-PCRETITLL T OGBS T 23k
&7 TPM4::ALK (REERHGEH#E R, anaplastic
large cell lymphoma), SS18::SSX1 (#KiFHHAk,
synovial sarcoma), ASPSCRI::FOXO1 (_-NHEH,
alveolar rhabdomyosarcoma), EWSRI::FLI1¥ X
NEWSRI:ETVI (Bl&VER X OWGHHLAE, Ewing
sarcoma), PAX7::FOXO1 2| (FF¥03 KO8 ERE#k
HkHAR, alveolar rhabdomyosarcoma) ,

2. RNA v—/7 A (F3)

RNA ¥ —7 > R &AT 572 D% 24 1T, 15 f
TGRSR IR A, 4 613 FFPE fi ik %, 5 5 CE 8
BaeMNTT-Te, Wby —rr 7t
IIRVE O ST,

e AR sShzo7HTchy, T
FO6HI TR AR LN TE
GKAP1::NTRK2 (K, infant-type hemispheric
glioma), PLAGLI::FOXO1 (K4, ependymoma),
RRBP1::USP6 (JfgBE#iR#AME, nodular fasciitis),
CTNNB1::USP6 (BRIHKHFB#LA,, nodular fasciitis),
EML4::ALK (ifi, inflammatory myofibroblastic
tumor), VGLLZ2::NCOA (%, infantile
myofibromatosis) , #EBIES; (L) @ 1 41T BCOR
B FOMKIEa FACEBRISND T AR
2NFEH &4, sarcoma with BCOR genetic alteration ¢
M E R,

%1 FISH%, PCRi%, RT-PCRIEATHE LIZBEETFEE (Hv INIHEFEH)
FISH ik (18) :
BE TR O R

USP6 (4), ALK (2), $S18(1), MYC/BCL2/BCLG (%1)
BAF IR OB
MYCN (6), MYC (1)
Z OO T EF Ot
11q deletion (1)
PCR % (9) : BB A & Ot
BRAF V600E (5), DICERI (3), CTNNBI (1)
RT-PCR ¥ (23) : @i &8s DR

KIAA1549::BRAF (3), PAX3/7::FOXO1 (%2), EWSRI1::FLI1/ERG/ETV1/ETV4/FEV (4%2), NPM/TPM3/TPM4::ALK (% 1),

SS18::85X1/2 (%1), ASPSCRI::TFE3 (1)

FISH: fluorescence in situ hybridization, PCR: polymerase chain reaction, RT-PCR: reverse transcription-polymerase chain reaction
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xR 2 BEEFRNEGFREDSBRESINLAESG
SiE 1] IPASFRAL A FIE Mt S e mEEis 1 A& 2 W4
1 HRERRR (R FISH MYCN amplification Neuroblastoma
2 R FISH MYCN amplification Neuroblastoma
3 HCERLAR () FISH USP6 rearrangement Nodular fasciitis
4 HCERLAR () FISH USP6 rearrangement Nodular fasciitis
5 HCERELAR () FISH USP6 rearrangement Nodular fasciitis
6 B (k) FISH USP6 rearrangement Aneurysmal bone cyst
7 PN FISH ALK rearrangement Infant-type hemispheric glioma
8 HCEREAR () FISH/RT-PCR TPM4::ALK Anaplastic large cell lymphoma
9 kR O FISH/RT-PCR 8§818::88X1 Synovial sarcoma
10 _FNHEE RT-PCR ASPSCR1::TFE3 Alveolar soft part sarcoma
11 AL O RT-PCR EWSR1::ETV1 Ewing sarcoma
12 Il s pp RT-PCR EWSR1::FLI1 Ewing sarcoma
13 R () RT-PCR PAX7::FOXOI Alveolar rhabdomyosarcoma
14 R (R RT-PCR PAX7::FOXO1 Alveolar rhabdomyosarcoma
15 PRAE PCR CTNNB I mutation Desmoid fibromatosis
16 JiECr PCR BRAF V600E Pilocytic astrocytoma

FISH: fluorescence in situ hybridization, PCR: polymerase chain reaction, RT-PCR: reverse transcription-polymerase chain reaction

3 RERS—F Y —ZROWTHRENERFESDPRE S NES

SEL] AL M Sz g s 1 efksira (VY S T EZ4)
1 K GKAP1::NTRK?2 Infant-type hemispheric glioma
2 K PLAGL1::FOXO1 Ependymoma

Nodular fasciitis

3 TR (MsE)
4 TR (BfiA)

RRBP1::USP6

CTNNB 1::USP6 Nodular fasciitis

5 fiti EML4::ALK Inflammatory myofibroblastic tumor
6 Il VGLL2::NCOA Infantile myofibromatosis
7 KA EXOCG6B::BIRC6 (Embryonal tumor, histologically)

8 R () BCOR p.S536* Sarcoma with BCOR genetic alteration

zZ =R ERHEZ TS, DL ) pC, HIEICIEME
FMTHIEOREZETIE, AEEIVRFZBNML FRARTIENTETNWELEEZ D,

TeHinFRE S &)T TELTHREZLTZ &
WCTE T, AFEEITRICRA B S OB RS
BIEL D oz, ITFEMIEESC Y /3, Ak
7R & TU, TERIERED =D Y A7 535EIF|
R 27207 8 s R O R &N L7z
T BRI N I B AL, FTARRERR OGS D
MEDOFEFR D=8, Langerhans cell histiocytosis T
BRAF V60OE 7% & /L—F TRtk b s =

W — S o —Z AW RNA v — 7 v R

TIEHTHILRAEETEZHRIM L, 66Tk
T ESDL ZENTE R, SFEILFISHIET
USP6 T in1-FAl R & 11 5 G 2 4 il L, %
D5 B 2HTRNA & —7 A% W TRA R
BT ERE L, 2HOBEEBETIZVNTND
nodular fasciitis (NF) & L CIERICH A2 b
WD Y, NFITHLERAT A - S filfksnico



A SR BE 0D )5 BT AL R IES & oD B8 1) A3 R 8
LENRLIELEHY, BETFRERFOBREITZ
Wiz SEDICREFH CTH o=, KIKNTH
H &7z PLAGL1::FOXO1 {Z>\\ T, pediatric-
type @ supratentorial neuroepithelial tumor > —C
PLAGL1 OFEREK 2R 2 MENFLH Y ¥, =
MUCEEND WRetEN & 5, [REF]CIEEE D —
F ML LI R AR L TR Y, kY
AT ROZEACIZB b 2 BB T OB E & HIZfTW
WEBZTWD, HiA R R AE O @B RS 2>
Wt &7z VGLL2::NCOA2 |3 A HE O 7 72
AATIZHLNDZERMBENTND D, AREF
VAR - SoPE R IO IR P N 1 35
M) T& ¥, infantile myofibromatosis D2 Wi 124 -
7o BRI RN RERRIER CTH Y, FHsCHE
KOWEfiFZ L TWD, KO 1 TRIBE T
EXOC6B::BIRC6 T35 D7 Wl A B Th Y,
B A & TBAn - B8 OBIEIC OV T & B ITHRET
ATV,

LB DIETIE ALK %° NTRK, BRAF 72 ¥, ik
DX =5y bRV ELRRTRENRIT S
720 RNA ¥ —7 2 A TIEM o HiE T 23 A
HRBETREEZAOTAZENRHHM, —HT
IFEOFRHERICOVTESICRANLETH
D, HHRHZ LA RS, EEER A BB E
W E IR S NS Z ER TSN, s ATEE
RIBEEGOT v 7T — MDD,
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X

1) Kato K, Tanaka M, Toyoda Y, et al. A novel fluorescence
in situ hybridization assay for synovial sarcoma. Pathol
Res Pract 2013;209:309-313.

2) Tanaka M, Kato K, Gomi K, et al. Perivascular
epithelioid cell tumor with SFPQ/PSF-TFE3 gene fusion in
a patient with advanced neuroblastoma. Am J Surg Pathol
2009;33:1416-1420.

3) Tanaka M, Kato K, Gomi K, et al. NUT midline
carcinoma: report of 2 cases suggestive of pulmonary
origin. Am J Surg Pathol 2012;36:381-388.

4) Tanaka M, Kohashi K, Kushitani K, et al. Inflammatory
myofibroblastic tumors of the lung carrying a chimeric
A2M-ALK gene: report of 2 infantile cases and review of
the differential diagnosis of infantile pulmonary lesions.
Hum Pathol 2017;66:177-182.

5) Hiemcke-Jiwa LS, van Gorp JM, Fisher C, et al. USP6-
Associated Neoplasms: A Rapidly Expanding Family of
Lesions. Int J Surg Pathol 2020;28:816-825.

6) Sievers P, Henneken SC, Blume C, et al. Recurrent
fusions in PLAGL1 define a distinct subset of pediatric-
type supratentorial neuroepithelial tumors. Acta
Neuropathol 2021;142:827-839.

7) Alaggio R, Zhang L, Sung YS, et al. A Molecular Study
of Pediatric Spindle and Sclerosing Rhabdomyosarcoma:
Identification of Novel and Recurrent VGLLZ2-related
Fusions in Infantile Cases. Am J Surg Pathol 2016;40:224-235.

ARFRAMIC XA ERES XL R OMHBBNDRE
— AR AW RRET R BT 5 B AL -

(=402,
D a2 — [ TIHR BRI O TE IR RE 4 5T
MiT&5EXY T 4 ThbH, 3D T —X speckle

tracking & W o 7 EF A WS 2 & T, ML
FIHEROHAEZ P C &, A=EResHio 2 —/L
RAZ 2 — R Th 2 LIEMRI & OFE S B

RN Z bR 2 —  RER
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LIND, R EEICAT 2 DB S L=
o — R A 134 SRR IS W CERERIR T 5
HEREEND FIETH D,

A E T T E G TR, vz
VTIAT U AERRT S Y, TObREAN
(RVVO) 1256 LT b A7 5Dl DU IR 72 T
BY, E-FERLEFELAL A AZ—T
bho Ll snTng 2, —FT, Biis
SR BEAMIES TIA SOOI L 0 A=
BREIK T ICE B IEF HIFET 5 27, bivbiud,
F R BAHE B C X RS M ONUHE TR L OY
SWIHGEBOK T NEL 2 i L-, ARWFSE
O B BT E SO TEEEE S BARTRERET% O
HEY A RIS 202 MET L7z,

% E

20184E4 A 715 2021 4E3 A £ COMIZ LT a2 —
IR 2 BT L 7o AR B 2 5 D5 PR X
HUEG] 67 FIOW, L5 T IR KARPASHIN 23 1T S

SMAETA

Atz 29 Bl a5 b L,

AR KAEAEIFRICAEE D T—2 > b
% Epiq 7G (Philips #1:5) (2 CH(f% L, multi-planer
reconstruction ¥ (2 C A5 =8 H I O 4 s A HEEE L
oo SWITHEEEIOFME & LT, AP OM
g A=A A — DEPIEMEEREE, JRIEER
ks L OUGHEARHI TRHAIL, [100 X (PRBRAHIFR
— IR RE) / IR ARG ] 10 T SN A
F(RVFS) #H M L7, PAHGTAT & g% 6 4
HTo4EY A X (EDAI, ESAI) & 4fi=EHne
(FAC) Z btz U7z, E7-0liaio> RVFS & A= 4 A
ADEALFE (% A) ORRE MR LT,

#w R

AT 152 29 5] D LX) T L 5.4 £ 2.6 5% (1-13
W), BYE16 61 (655 %) Thot-, PASHTEIOS
FEPRAMIERE (EDAD 133 19.6 £4.7 em”/m’,
WA MIERE (BSAD) (37 11.1 = 2.7 em™m’, 1
2 bR (FAC) 13V 432+6.3 % Th -7z, £

EDAI P<0.01 ESAI P<0.01
1 1
35 19.6+4.7 13.5+3.7 18- 11.1+2.7 7.6+22
o
16 >
30
14
25
12f
20
10
151 -
sl
10
s
5 WL
FAC P=0.99
1
+ +
60— 13.2163 433 ?9 60~ 317E1ES 31.5+£125
sk 50~
o é
a0l &
50
30 % g
451~ o© on
20~ 3
401
10f -}
o
35}~ ok
30 | 1 -10 1 1
Pre Post EDA-% A ESA-% A

1 GEREBRHEARICEIDEEY A ABLUVEEHEOK(L
EDAI, AZIRAMERME | ESAI AEIRMERMERGE : FAC, GEEMRLE
EDAI £ KU ESAI BEEAREATMIFE 6 + AT, ARICHD LTS, —# T FAC IZHASTRIE THERLREILRDEL,
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RVFS

1 i 1 1
10 15 20 25 30 35
RVFS

2 AEYA AR(REAENEEHEEORR
EDAI, AZIGRAMERML | ESAI AEIMERIMERGE ; RVFS, AEAREHE
EDAI £ & U ESAI DEZAREATMIFHIR TOEMEK (%A) IFRVFS LRDOHREZRIEATHD.

72 RVFS (3744 232 5.0 % TH o7z, X 1IT0LE
g K IEBASETI: DA B A XD LE RS, D
5 o e k2 BA B AT % 00 EDAI 1 13.5 & 3.7 cm®/m®
CHEICHAD L (p<0.01), ESAI b 7.6 +2.2 cm¥
m’ EFEICHD L (p<0.01), —J T, FAC %
PASHIR AT CTAILIZ A SN0 > 72, EDAL O
b (EDA% A) 1% 31.7 em”m® T, ESAi @
R (ESA%A) 1315t 126 em’m” ThH-o7z, K21
TR % FS & AW B OBREZ7~7, EDAi, ESAI
EHIZ% FS & A DHBABR & 72 B3 R E 4T
(EDAi: R=-0.38, p=0.06, ESAi:R=0.39, p=004),

Z =B

ABFFE TIEL 55 F R KARSE G 38T, RVVO
DA EWRE~G 2 5 AR L OVRVVO fEER% O
LA & MF L7, RVVO R & W EDAI B X
OVESAL ITW T v b A RIS A L7223, FAC I
RVVO g% & 2 tid 7z o iz,
HETITRMAMONHEN ERTHHH, SN
THREEB OB X Y 25 % FEE OFIG TIHE I
THEINTVS, DILLIOBEMOHMETYH,
RVVO TIXAEHBREER R LA TEHR, LA
JTLELTEY, ZdBZ b ABEFE2AMIZE
Y elastic recoil 23K L Eifili J7 17 3 (R O A7 =L
D LTRERTH D EE X T, TENEO LT E
TIEMEAEL TR Y, EFKOPEOLHIZH T DR
I EITIIFE LW, Elimosx n
Frank-Starling #F O 288 % 52 1 2 O 13 EEFE LCd
W, —J7, RVFSIZLIRTOMFHC L AEFRA
TR Z2VNER TIL 30 %RRETH D Z LR boo

THY, THEARNEDOME LTS L AEA
FHEGICIHE T L QW iz, S0 ZTESEE ORI 7
AT =X NTA LN TIERWD, BF 5 < B HEE
DOUGHFIZ LV, B BEESTEEHA~FET 2 Z &5
FHRTHDHEEXHILD, £72 RVFS X RVEF O
KTE2&ELLMHELTEY, AEMEEEL M
D ETCIEEBERANTA—ZTHDLEZEZTND,
ARFHNZEBWT, RVES EAEY A XD% ATHA
DR ERL TV, 2%, RVFS MK T h
X7 513 L, RVVO MEEREIC K & 2 B 3
FLAD DRERCTH -7z, BF 5 < RVFS BRZ1
TWDEAE, REATICHEILT D CH=ERH
BILET B0, FEVA X2 K& LR ED
RVVO [T T& 5 L bitd, —FH T, RVFS
ME T Lo AH=EE, #S2B 272 RVVO TH D
TORZETIRLTCLEI EERD, 2ED,
RVES MEF L TWAARIZIT L WA EATN
DS TND T2, ENEMER LRI K X 72
UCERG LN D D0 LRV, RVFS 13HEH
FEIR T 24898 51322, RVVO OFELFE 2 #mi
T LIRS, R EANIES]
DOIEFRE 2 Bt 2 B A ARz 2 v 55
LEZ BN,

X #k
1) Redington AN, Rigby ML, Shinebourne EA, et al.
Changes in the pressure-volume relation of the right
ventricle when its loading conditions are modified. Br
Heart J 1990;63:45-49.
2) Ishibashi Y, Rembert JC, Carabello BA, et al. Normal
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myocardial function in severe right ventricular volume
overload hypertrophy. Am J Physiol Heart Circ Physiol
2001;280:H11-16.

3) Sanz J, Sanchez-Quintana D, Bossone E, et al.
Anatomy, Function, and Dysfunction of the Right
Ventricle:JACC State-of-the-Art Review. J] Am Coll
Cardiol 20192;73:1463-1482.

HMAETA

4) Ding J, Ma G, Huang Y, et al. Right ventricular
remodeling after transcatheter closure of atrial septal
defect. Echocardiography 2009;26:1146-1152.

5) Menting ME, van den Bosch AE, McGhie JS, et
al. Ventricular myocardial deformation in adults after
early surgical repair of atrial septal defect. Eur Heart J

Cardiovasc Imaging 2015;16:549-557.

JERPEY 2Pk N RS AR B o 4 ) 1% il vl RE P
A YR T=U ) =0 VNGB R X B EGE EE S

d46 =
A =R

FeRVED v 3PEMIRE AR, DY v E DR
TR NEOWIEIZ LY, U iR R E T
IEHEE SR DR TH B, RV v PEHgRE
AKix, BEoORBE EBICHEET IO LN
X, PRRRA, SRR, RBREFERCICL Y
260455, EFRIIEFICEZHETHD &
WhHEINTEY Y, WHiEEZELLSFHEL, @Yk
BT EEMSIT D 72D120%, e R L O
JEAKD Y R E AT D EERES KA TH
Do

TRV o VEMINE K ORI 2 fiFH 3 5 729012,
WL OPDOEBBEHER G STV HE R Y, 2
B U SR B ORI OFEUEN) 72 07 1k 1T
NS TW R, U U REIER S MR U N
WYX, IR Y L SR ORI S &
ST LN TE A0, BElEMEREL,
U LB EERT DMENS D8, TR
EESTL, VB FIT T 0V, ik
M EICSEM T, B FEIIRNICEST 572
T CH LT DRIEE LIRS, EHPERN TR O
BOBNCHERSH Y, FoN5miE b R Tk
AN

R R

A Ry T =07 —r (ICG) Vv 8k
1%, BAD Y L oSRIEICBIT DT O o
L TE 5, MEIITX UREERTFETH
DY, R RIS KB B R I
MR,

Pivbiui, 1ICG U v VEERIC I D ) R
W OEREE 2PN 2 REMN R L,
L0 DRRMEY o Mg D I % 551,
IR ERIR T2 & OBEARFT T2 2 L 2 HM
L7,

B &
RS E S

ARWFIENE, FRENRSLZ &b ERE v Z —Dff
HEESTERIN, BREFEIOEHERICLDHA
Y7 F—AbLRarkry hEEE, 201241 H
5 2020 4E 12 H £ T2, BPro@id REfiaiEsE
WZABE LT e RIE D o - SWER R AE B & k4 & L
2o U SMERIK S D WITIEAKIE, HARTE -
VR AR S AT Iod 72 f e 22 ) & 7o N e 2R o ©
Mg A 1,000 MM /mL LA E, U L SERS A
80 %L L LiEF LY,

() ICG U v\ EER A ITh o7, (i)

FENRSL 2 E b ERE 2 —  FrERE



BEBGENEETE o2, Gi) )
TR B 5 LAAN OR Py C o RIER ISR AT Y % 5] & i
T AR ED B DR (SRR PRI TR, M
RYEDERR, FARS, BBUALA, b2V T T
X<, YA RATa A NVA, NIRRT A LA
B19 72 KOS KM A NV ABEGE) & O LT
2 VIEBRSN LT,

ICG U v &1 & e oM

ICG (U727 27U —2025% ; #—Husk #
W) E 1AL H 729 0.1-0.2 mL (0.25-0.5 mg)
DECTFEEITEEICE NS L, 3-24 K
BATH A A 7 2 AT & (Photodynamic Eye
Neo ; #fa 7 # b =27 ARRASAE, k) 20
THEALZICG DIEETONMERBE LT, B
TEOETRRFy RV A R TITo7z, m3EIE, R
AND U U SPEER O RYEY >k i A
DICG U v/ &I D BEAR SCHRIZ EE S
TUFD X HICEF L7- ; Dermal Backflow (DB)
NE =B WEOKREN SN TEZY X
WK EREO Y 8 & WL, (KR
NRONDEA (Hla), DB/XZ¥ —r 72 L K
BRIFNZY 8 ROPRNPBER SN2 0o T2 6

Chest

1 DBNX—2ZRHDIZREBHBEVWRO) VNE
BERR

(a) MIERERRERD DB /X&Z—>, MUEERIRICIRE Sz ICG I
JYIOFNITA>TVSD, ABORELETHERL, M
B8 (KED) CREER (KEA) OMEAICHABHSELC TS,

(b) RREBICIFER OMFR/NZ—IEHRV, AREHD D REERIC
mM»D U NGE (RED) &, ABRRAICHETRT DI ERL
TR VINEISEN TS,

(c) BEBICIE DB INZ—E R0, EFEICRE L ICG 13K
B (RH) H»SASKREICER LRV,

DB= dermal backflow; ICG=«> K> F7=>J1)—>

116 (35)

(X 1b, 1c), EREEZIT TFRDD 2L &b~
U LR OWFENBIER SN2 EIL DB X F —
HY L L,

FRPERTAT D 720D, 2 M D3 ki U 7o B A h
R TE — o O R LT,

w R

BT, 29 BlOSERMED v PEHINE AT 5]
DI BRI E T o2 3R 26 6 (56 LK
34T, TR 44 T D FF 18 D 2 BlER) A%t
G L L7z, 1ISHINDB A NZ—28H 1, 814/ DB
WY =i LaRL, BEMBRAIL 28 (25 %)
ToHol=,

DB /X% — 72 LOERNL DB /& — & b O
Bz LT TTRIZEVEA A R S (K2),
TR H, FL—rEfic o0 CdE
fRE % 2 T L= E YR 98T T8 DB /3 ¥ — 7
LOEFITIEED THEPENVI ERRBI T
(FD.

The age at which 100ml/kg/day

The duration of drainage period enteral feeding achieved

1507

100+
* .
2 2
] £ Lz |
50 20
== o
il

With dermal backflow  Without dermal backflow

0
With dermal backflow ~ Without dermal backflow

The duration of endotracheal intubation The length of the hospital stays

:

With dermal backflow  Without dermal backflow

0
Without dermal backflow

With dermal backflow

2 DBNE—2DHBZREBVEDEEBRTFED
Ny hFv— b EFFVITR

x1 JREHMFROTEHBHTHAE L LERMFIER

exp(B) 95 % CI p-value Adjusted R*

The duration of drainage period 2.07 1.04-4.11 0.039 0.309
The age at which 100 mL/kg/day 1.13 0.9-1.42 0.29 0.087
enteral feeding was achieved

The duration of endotracheal 1.6 0.95-2.7 0.073 0.356
intubation

The length of the hospital stays ~ 1.14 0.90-1.45 0.25 0.229

exp(B) =exponentiated regression coefficient; CI=confidence interval;
R2=coefficient of determination.
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RAEFTOEBE LUSEORE
AT - BEEDSHE T L, AR T IE
Tho,

X B
1) Attar MA, Donn SM. Congenital chylothorax. Semin
Fetal Neonatal Med 2017;22:234-239.
2) Dori Y. Novel Lymphatic Imaging Techniques. Tech
Vasc Interv Radiol 2016;19:255-261.
3) Turpin S, Lambert R. Lymphoscintigraphy of Chylous

Anomalies: Chylothorax, Chyloperitoneum, Chyluria, and

BRI T 2 — 7

IELoIc

1B P % 00 5 A (51O R A 51 C I L SR i B
DIEDARBEDOZ ENRL VR, BEERT = —
TIXHLEREORE LIRS EBEZLNATNDE Y,
Al BHMERERIZR LT 1R ﬁﬁ@w
F o — T EEWERET LIERIC W T, FLoEE
BREEZEOIBIETER THROBRNEITo 72
DTHET S,

MHREFE

2009 4F 1 H ~ 2015 4F 12 A 1T 1 & 1238 H
FEHRICKR U TR T = — 7 R E T & T S
N2 126 Bl H B, e RIMESHZEE N B O
D 40 Bl Z RN L, R 6 mRERE R CRRB B &
1To T2 66 Il 127 Baxtge Lz (K1),
SR T = — 7 R B O TR MR
ROTHEHEE Lic, THETE LT, PlalsE
PR T = — 7 HEWIHATATO 1%L, 3RO
FLEMH IR, £7-7F /A RUISBT oA E TR
L7,

HMAETA

Lymphangiomatosis-15-Year Experience in a Pediatric
Setting and Review of the Literature. J Nucl Med Techmol
2020; (Table 1):123-128.
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OR = odds ratio; CT = 95 % confidence interval.
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Care J 2014;5:38-51.
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JEAE RN K LRI 5 2 & TR
A 2R ESR AT OB B T &, JRENTE & B
L2 FHAMGECE, INEHDRET LN A
RIZIh» 723 & B TR ORBRILE « TH{BK
IZERCE B AEEME 2D T 5,

LR NEAEHZ BT HHRFRFEIR I T
Wl 2D TS BERD 5,

I

ARy FFEEFCB O TISBED ATl
<, HHERD - BRR LB /e K LI T F — A
ATV, FERE RO 571210 Tl < BR 21T
5 Z L EEET D,

MR F B — g URETICB W TE, iR
3D-CT % B4~ 2R ABIZI T CT Mg % 57 A il
BAVER Y 7 N = 7 T SRR U B 7 TR
HaR) 1M, v=T7 777 T ATHRIBICY
VAPML—va Yy L THEEERIERIH VI 2
L—a URHEBICHAT 5, EEIERT (B
BE) EATOAKSHE A OB Z W LT <,

#w R

LAEFEITE 14 B H A B R v FAVE R
S8 31 FH5EA web BRI & 7 o 7o T2 D AMRHE
Wi 2 & PINEREN 4 4082, vRy b
B DINFR A RD T, FEHF— g VEHTTIE,
Jifi 2 FEGI D CT Bifg DR Y = AL 24TV FRAF I
F7evIalb—rvar&fioTnd (EBEOFN
ITELHEAETHD),

SMAETA

E

Ry FAVERRA TR 1L O BRRIEE, 24 O —
WAHBE D 5 BN B B 1 DDA T
HYRREELRONZMHE»D THo72, W
REEFHCTH AN D 5 mm #7721 T2 <
ARTE 3 mm #FREHZR LS ICe Ry NFif
TH 35 mm T EOFBENEEN T, £z, B
Ry P FIFFEEEHDOZDIC VR V2 2 L—F—X°
JIFHT7 4 — RN 7 O FAEN R S Tuie,
MR F &7 — 3 U TIEEE O/ S VN 5
TIL TR R IROR MG FRAIR DL L
UM, SMELTEBICZ =7y Mg %
5 2 & TEMA A=V EONTZ BT
&, SRMOIBIRTHIT I LERSH D LKL,

SHROEE

7R bR EERO R LM E E D B
BECIX ey, SR Cak%E S DIcEo ILiE
Wiz b o T~ LY 2 T <, MR E
T3 O S F & E RO T O R EER
TOHHAMEERFEL T <,

BEXER

WL, IWEEIT. NS E 2D <D S S E MM
EPROREE vy b NS 2021553:73-76.

AINBE—, THAZ. EFEEEO TRy FFRIEE
FECHES L), WikdR7 V= VT v 77— |
2019;1:45-49

WEI Gz, AT, KL, . B 6 B9 Mixed
Reality (MR), #1543 58 Augmented Reality (AR), {48
i % Virtual Reality (VR) ZJGH L7z Fiii 45— =
R D m ARy h AR UIBR O RER. Japanese
Journal of Endourology 2020;33:138-144.
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FRIN 7 LV X —I259°% Baked egg diet DEH RN O

1. [FUBIC

BEFL I3 DRI EUE, 1980 2 & E
THESLOFEA ), 2005 4F0> TH2H, - BERL O SR
A R, 20194FEDOH A ROLEIZED T, IR
HFD Y AT D 5N AERIG ARG 5 E
TULIINEN DERZRG L, 2INBITT 5 &
WHEBREL o TS,

JRIR W 2 5 L 72 28 HIBE 2 3583 5% 0
FERIEDOF FAMERHAE SN TWD A, IBREPICT
VL —ER2MER L C L% 5, baked egg (BE)

CIREIEMBEZ I CWAREEE LR LICEEN
LIRSy A F69, WEDRE TIT BE OfkEN
RABEHUC K 0 FBINT LV X — O TR HE DV RIR &
NTNBE Y, A XY RLHF L ETIIBINT L
N =DM S 2 EET 2 BME LTHET
BE 7> LIBEE A BRIAT 2 A FEEAMTHIL T D 2,

MRS - EHER Y ¥ —TiE, 2018 4
N %f’%QHT VX —I SIRT L VX — « A )
27 AR LT, BINEH O AW ThE
L0 AHE L TV < Baked egg diet (BED) %

BfE LT D, 23RN FOFRINT Lv ¥ — Ikt
T 5 BIHEIEE IR OMEIN heated egg (HE) T
I 7-RE L BE ThAw I BECRARSE - BRRRGEIC
DWT R 5,

2. Bk
201544 A5 2019 4 8 A2 YRRz L
FHENT VL X — R O RE & R Tk T

PBNCHRF L7z, baked egg # AWV TR FHH A
To7-8t (BEHE) CMBUNEZHWCTREREL
1To7=8 (HERE) EBINT LVX—THfE, £
BIMIZL DT LV —ER & 350 L7z,
FEIMEIUC L0 B 50727 LIV —ER OB
N5, %5wi¢fA:4F%£%gEﬁ%ﬁ
D= HEIPFREFCRIED 2 FRLL F O
&2¢%LMT%trm&ﬁ%&LtoW%
DIHALE T LV B —JEFNIIRE D BRI LTz,
MBIZZ0 G 24 » ARFE TEFABL, 24 » AKF
RCOEMGFRE IR 2ITo, £z, 24 4
HEE S TOEMRFNCHONWTIIEMRT D ETOH

7
:ot

x®1 BELER
Eiitgd Egg #f Eikzeéi Egg #f P-Value

PERIL : B (N 32 (74 %) 15 (53 %) 0.07
W R (%) 1.16 (0.58-2.0) 1.08 (0.58-2) 0.70
WwIEaRE (N) 31 (72 %) 5 (89 %) 0.14
IR (N) 12 (28 %) 3 (11 %) 0.14
BWINDOT 7 4 7 F—WE (N) 2 (4 %) 3 (11 %) 0.38
LT LLFE— (N) 20 (46 %) 2 (42 %) 0.81
INET LILE— (N) 14 (32 %) 7 (25 %) 0.59
LUTISNEON) 7 (16 %) 3 (11 %) 0.73
7 hE—PERFER (N) 19 (44 %) 7 (61 %) 0.23
¥ IgE (IU/mL) 171 (7.1-2,447) 88.1 (6.5-1,040) 0.27
GNP IgE (Ua/mL) 29.45 (0.92-100) 26.8 (0.88-88.4) 0.39
TR aA RERA IgE (Ua/mL) 7.36 (0.00-100) 22.3 (0.00-100) 0.32

WL Z EhERE 2 — T LAX—F
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Heated Egg & Baked Egg##
(n=43) ) (n=23)
17 (7%)
(39%)
9
24 (32%)
(56 %) 17
(61%)
2 =
(5%) O T &a
[ T2BRERXD (ERRmDHBEHNGT)
1 244 BECOBINT LI ¥—EfF
WEIZEZH S ERE TOEAR BEREER
A (r B) B ®
25+ 4
Y [ ]
- H [ X J
20 : I.I 3 ° =
oo m e®0e mlmm
15 8¢ e , %ﬂ: .
u ° ] ™
® [
10+ oo u H e pm
00000 EEEN i
[ ] u 1 -
5- (Y] u
0 T T 0 T T

Heated Egg#¥ Baked Egg#¥

Heated Egg&¥ Baked Egg&f

®2 W7 LIILF—ERE TORME

W] - TR A 3T L 72,

RT3 GraphpadPrism ver 9.2.0% H\»,
MannWhitney ¢ U i & & Fisher O IE il f i& % fift
AL, &2TORIIcBNT, FREzREL
L, HPHIZDUANALEE CRolk L7z, p<0.05 & &
=AD EEFR L,

3. &R

Mt E S R IIBERE28 A, HERE43 A TH Y,
FAR b aA REFEE) 1gE (3 BE #f : 22.3 UA/mL,
HE #f : 7.36 UA/mL 72> 72, WRHCHE2RAE
IRt (F 1),

=t 24 r ARICHEINT LLX —ERICE -
TWAH AEIIBE#E: 61.0 %, HE#E: 56 % T -
7= (B 1), MBECHERAEZET D)o,

W HIEIN T L L X — R E T O MR T
HE#: 125 » H, BEM : 13 » H ThH o7 (¥
2-A ; P=0.805), FHUNT L /L — TR DLEEITAE
i : HE Bf : 2.25 1%, BERE 208 CH » 7= (¥
2-B ; P=0.709),

4. £&H
baked egg & W\ 7= B HFEE  (baked egg diet) (3,
TR 2 S D 2 LR,



X #

1) Leonard SA, Sampson HA, Sicherer SH, et al. Dietary
baked egg accelerates resolution of egg allergy in children.
J Allergy Clin Immunol 2012;130:473-480 e471.

2) Chomyn A, Chan ES, Yeung J, et al. Canadian food

ladders for dietary advancement in children with IgE-
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mediated allergy to milk and/or egg. Allergy asthma clini
immunol 2021;17:83.

3) Leech SC, Ewan PW, Skypala 1J, et al. BSACI 2021
guideline for the management of egg allergy. Clin Exp
Allergy 2021;51:1262-1278.

PO 2 il o7/ RIREEER MRT MRS W B9~ WF5E

MAOHH VTR

BUE/NE O - B - B & W o 7oL, W
DL ERAE DL X CT ML T 5,
X CT (21T 2 BAF 7R 22 /3 fiRke, iR
LW o ERIEICIZ, MRIICE T 5 22 W o fiE e
DIRE, MEEHOR S, Ex~05s, By
EWV o IHRD S OMBESRERB & 7eo T D,
ZHUTRHTNRIZB W T, BV, e L
BEEFAMERIN & B 720, REEFREOE D D
bEWN— R o TnD, L LIES, Bl
DOHEHIZ LY MRIICB T B84 — 7 > A%
B L, BB O LRI O MG 7 SR
~OREABEZIENL, 2 < OEREDRE I
BTED XD ole, FIBEAREEIIR LT
b, HEtEoREW Y —7 U AOBE R ED SN D
728, MRIBREOMBE AT HEASICgkESI N
TWa, ERIMIEBWTERIELS 0Bl D,
CT ZfRH L 95 MR BRA~DOHIfF - =— X1Lm
FHH, FHEN AN AR MR A2 OB 5T
EELSY, RAEEIGE L AT 2 5 F T
EZHNTETND,

UL, Z9 Lz LS BZs S Jffig, g
KB, FR/NRERCOT — 2 ERITE 12070
VY Ko TS OB IR B SGZI\C
WD MRIRIGOMBE R AE E NN ETE S

[ S (VN

7, FLTCT AU AEENE 9 Dy, F DRI
BETARERIEI V272 b0RB 50, kR
FHETOLERH Y, Z OWEMREEFE0H T
e SIC L O HFUCRET D 2 EOBERITIEFITK
EAAN

RERROBZ

T =TI/ NEEMFRERE & WV ) R0 720,
fat 72/ MR ds L OVINRANRIE BB RO T — & %
B L, ERCERICL > THESNET—X
R AR L LR AETH D, 20X H7
BREICH D Z o h, /NI T 2 FB I
2B D MR E MRT O AYEO KRG 2175 Z &
HEB LB DD, ME - BEEsEgIC BT 5
By — o A LRy — AR CT & Dl
R EIT, T— X OWNEB L OERIC IS
NI, ZR0mITREL, NELEROR
JBICEHERT 5,

EERME

FBLIZBA% &z (B 21E StarVIBE <° PETRA
72 &, By EEGE AN 1, NRICB N
THEMALMMLHEE O MRI R 2 FREE LD 5
N, IO —4F L ADFEE, oA R
=l A (WEHORTR GO ARG e K

PZRNRSLZ G 7 — s
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DML E NS — A7 R) IZBISAL, LY
WER CH M a8l ~&, it Ity
WREL 2% Y,

HFEhBRRS SUOEERGEADERFE

INBEHIO CT 7% & 2 DEFEIIE I X RN
ADTET VARHFE SN TWDHES, CT #HKiE
O E Z I E TU BB ICRET & Th
D, WIE DRV MRIRE D =—ANEE > T
TN D, FHEAMIC X D MRI 2353k /)N
BRWRBIT B EE LB L SONE, BT
OREGEMECE, FEFOLEELKI A
LEMFEEND, FIBEECREEDICL DB
ORERE - AR AEHITERR S h, Thicky i
WA, TR OLEEN R RISERREICE
T DR O A R A ORI H i T
x5,

BANLMAERTE - Hik

B 2R S - BIRICkB VT, AKko
B ZWIIx L CRE Rk — 7 o AT,
PETRA O g iRk <°, StarVIBE (Z L 2 IE 6 H
EEREZIT ). AROBEESHICHE L I +5
AT D Z L2 RiET 5, ZhbLOME% CT
S5 fth @ modality B & & O ELlE 24TV, 2RI HE
Z 9 DD FHI AT O,

TE N ROIRIRDOBG D=8, TN DT — X
ERHECOSEIERT X IIRNTRIHERL
KOV 5D PC TRAFT D, fRFTIZEARICE
2 —WNTITW, TR DT — & et o B —Hp~
BOHTEAREALLEIT),

INHOT =X R—AZHEL, WPFRREEY
SR e ETHFUTHET D,

MARR
BRIRAOIZIE, AFn 3 FEEICIX 162 2 (111 A)
iR LT,
FRE 29 4R 4 A O A REF S BRF SRS TR

HMAETA

F U7z, THENaME MR B o8 A IR b JE 6 THRe
&7 PETRA O fifi T1 #d i 4 &, JREFAl 3
K OHTRTEEAL D 72 D 152 S AU 7 i CT B4 2 kb
gL, KEKHE CE TORIER, O
AIRETT, Blnc#tz 5 51 & L%t (“Proton-
weighted Pointwise Encoding Time Reduction with
Radial Acquisition (PETRA) for Assessing the Airway
and Lungin Neonate and Infants.”) % Magnetic
Resonance in Medical Sciences 6 (Z M L, PR
31 4 10 HIZ publish <4172 (“Imaging of Cystic Lung
Lesions in Infants Using Pointwise Encoding Time
Reduction with Radial Acquisition (PETRA)”) *,

TRMIEAAORAREFRERFERMRRT
[3D-USV ¥ —747 > 2z Wz MRIIZ K /M
JOEERRAN O] 23R LT,

B3 AED AAVNRIIRRE RS (2021, 37 (1)
18-24) IZBWT, ZAVE TONGENED “MaEiE
3k D R EZ KT —MRI O HEHR & BRI O FER —
O/E% TR Sz Y

X #k

1) Grodzki DM, Jakob PM, Heismann B. Ultrashort echo
time imaging using pointwise encoding time reduction
with radial acquisition (PETRA). Magn Reson Med
2012;67:510-518.

2) Ida M, Wakayama T, Nielsen ML, et al. Quiet T1-
weighted imaging using PETRA: initial clinical evaluation
in intracranial tumor patients. J] Magn Reson Imaging
2015;41:447-453.

3) Dournes G, Grodzki D, Macey J, et al. Quiet
Submillimeter MR Imaging of the Lung Is Feasible with a
PETRA Sequence at 1.5 T. Radiology 2015;276:258-265.

4) Nozawa K, Niwa T, Aida N. Imaging of Cystic Lung
Lesions in Infants Using Pointwise Encoding Time
Reduction with Radial Acquisition (PETRA). Magn
Reson Med Sci 2019;18:299-300.

5) BPERASE T MR oD i R2 T — MRIDIE R L IR
IS DIER —. AA/NUBEHRF2HERS 2021;37:18-24.
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T RVERRRIEANV =7 DI BT B IFWERRER A & 12 & DB

7 lili
FioHE M
2N &
H K E

(£ 40251

e RMEREBR M~/ =7 congenital diaphragmatic
hernia (CDH) 1%, HEJEEEIZ K o THIERZ OFH
WCELLERS D, ZO7HARNBE R
X° MRIfRE 21TV, HEpN Bl s eR<, Wi
FROFREE, F/KiEZ O M & CHEAERE ORI
fThnTns 2, JRIBHIC Pl S /- HEE &
SEZ, MEEE»ORETRE, Hir%E, H£Ph
ARG LTV D A, ﬁﬁ@ﬁﬂé&@@@%&
REMPHRICERB LR2VWEALLH 5,

EHIREZ T Ch, & LW ISR AN & i
JESE D72 OB NS AR RIRERIEF 5, AR R
MR oA Tk, R FPEN TR CHN
X, WWETHOR LT, REENEFRE DX
DEWEF OB LFICOWTIRETSZ 212
DIRMD,

W CIXAER] 10 AFEE O CDH R & 298 L ¢
W5, MERERT— R OBPUS MRS REMR A AN
TEIEF 2B L Y, 2018 4£ X v CDH V44
um@%,mﬁ,m& MRS RERR AT 2, & 7ol

HEE AR A L D OB RERHl 41T > T D,
E%@E%%Eﬁﬁ B3 B AFZE1% 1990 448 %
HOMCHURL S D08, TERFREAGE M L LTV D
1€, MR O & A mT %o PN % 7285
DAY ThH D, FIO0EGE ERA & e e
FR A % F 7 AR LRI L 2 AL E THE ST
QAN

WEIR B RE AR A & B I A & fFE 72 CDH O
JEERTAM & P14 & OB AR 2 &2 OFFED
BITHD, THENIDIEMIZFHMITE S Z &

. 2 B B KT E W OE
wm oo & K B X *
Ao oo R T K
N

T, BEGTHSTIRNAD L A 2 77 EOfl~
IZE DR T IRRIRIE OREFURL O L E R D,
F ik

2018 FELIBRIZ M BEIZ AR L 7= CDH Wi & x4 &
L, Z%&E, ROREE, HEROEEEZRN
To VLIRS U, MEURBEREINE 1% ARFEL I (B

KE&tT7TAEevary, BHAR) ZM4H LK, i,
ith, WEESEEE TRIC, $HERR A O CE

AT ITAT A EKEEIUZOWTT —F 2L
5 U7z, E 7% 24 BRI AN 2~ &3 B DB &
WA 2TV, GRAME, ARAM, (OAEEE)IC
DWT3D T L, FHENDRT & A Tk,
W 1% & DFHEIIZ W TR LT,

T — TR KOV L HEPH  (interquartile
range, IQR) T/r L, 2 B ORI AET
~ v ONEN AR BAR S, Sz 2 FE O #£1E, Mann-
Whitney i 7E % FVN 72, 3T OMFIENT 121X
EZR (ver.2.6) ZfEM L7z,

BREES

202243 HRE s T ARBL L7= CDH 113944,
I HRBIT /L Tho Tz, BEEELITHTON
WL HERERAS D FE ST DWW TR RITRT, IR
WAKRERM A CEElili o > 7T A4 7 o AT HI CTF
FICELS, REERNTARICEWVWERTH o=,
Ltk FERBSRERRA & OIS IR E DT — 4 %
OFECTHEM T, MR T% & OB DUV CTRENT
EHEDDLFETH D,

FENRSL 2 E b ERE 2 —  FrERE
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HMAETA

=1 BELTRCMAITFREEREESR
AT L
(30 4) (6 4) p fit
TEMGIE % (1) 39.3 (37.6, 40.1) 38.2 (36.6, 38.6) 0.27
HARE (g 2,813 (2,500, 3,072) 2,826 (2,679, 2,856) 0.90
BEPN HAE 27 (90%) 6 (100 %) 1.000
/= CDH 26 (86.7%) 4 (66.7 %) 0.26
R e T 30 (100%) 1 (16.7 %) <0.001
AR TR (RRRD) 76 (53, 87) 132
Wi 7oA T A
(mL/emH20/k) 0.54 (0.45, 0.77) 0.14 (0.07, 0.22) 0.002
ESBIEE LR
(emH20 X kg/L/sec) 315 (263, 421) 486 (410, 589) 0.011

X R
1) IR, S BHH, 2BEER, . SRR~V =7 0
BIRA N 77 ¥ — MR~V =7 OEREE I &1
PRESIE. 1A PE A - /1 VL P 2 MERE 2009;45:19-21.
2) Werner NL, Coughlin M, Kunisaki SM, et al.

Prenatal and postnatal markers of severity in congenital

diaphragmatic hernia has similar prognostic ability.
Prenatal Diagnosis 2016;36:107-111.

3) Kimura S, Toyoshima K, Shimokaze T, et al. Using
airway resistance measurement to determine when to
switch ventilator modes in congenital diaphragmatic

hernia: a case report. BMC Pediatr 2020;20:365.

EHHRZIIN T2 ACS VMR / 7477 > DEGIR IS
— R B 2 A VERER B T T O FE M & AR -

VAN =
EE

MR O

B ®

’IS%EED%””EE'E' TRE9 % L VLI 0> i ARG
TERART L, BRI E 2R ST D FHTH D,

LA, z%uvﬁ’{?%% THEHBHLERKEHOND
D, IROFHEES TR A TE RN
DI, FAZEB~DH LR & AR S 2 BAEAEL D L
BV EE o T&E e, BHEMEIOT TS Zil/ME
Mm%/ 7 ¢ 7"V > platelet rich plasma/fibrin (PRP/F)

CRNEE T T RN AN T &
FUOF N &0 W b w2

%, M/MRO o FRIUZE EFNTWDTA M A v
Z WAL S 5 2 & TRAGSERLEZ B L CiBH
RAENREZWEFT 20 THY, FREFICHHE
T5HEFHANMEESND Z ERFEILTY
Do BEIRAUIZIX, FRk26 411 A 256 H XV fafr
ST THARERGEDLZEMEOMREICEET 51k
A (AR 25 ARIEALER 85 ) | (PR ER S22k
ELRIE) N 3 FEMIEEE L LT IPRPFIZLD
BN (GHMIE 5 PC3150413) | 41> CTH Y,

D #RJINRSLZ E b ER ¥ — BRI

2) [Al B WTE



BIER TR T TE TV D, 07, KNI
@mWWk%PTTﬂ@%mKW7/F(BM/
Nlcl-rnu/mu : X— KZ » ) OFAZS~ PRP O
BHEITH & EBITHBOE T FonAg Ka i
U= MIEA I TBMAITY, BRREOMET
ERATHZEEBMET S, AL, EigEE
ZAT 9 721 3Dslicer & AW TZHTHTE OB (5F& D
WEHFEOMN % BT,

HHREHE

X—=FZ v FOEFAOME — KEHIZ 5 X 25X 1

mm OFRIBEAER L, PRP+ETF 1o Ku s

No— MBI ETo Tz, BT F oS iy —

%, HERFET AR - FAEER W T
FENbOER G R L (K1), Al
DM 1E, micro CT Rm_CT2 (Rigaku corporation,
Tokyo, Japan) % HVWNCTHsg S4L7z, SMAREI
90 kV, 160 pA, 2 7 A A1 120 um w12mm;z
TARA) & LT, CTEHGOMITIZIE, EREE
U —27 A7 —3 =7 . 3Dslicer (BWH and 3D Slicer
contribu — tors, https://www.slicer. org/) % FV 7z,
BRI, BHEA#OGERBELRET H720
2, BHEATOX— K7 v OB XREHE 2 TET
L A AZE LED R OB R ZFI L,

DIZHE 4 7 AR U MO B AR 2§13
L, £x&Y 7 77 varTbZLicivHt
BHRFEL RO T,

K1 KZHREXE (5x25%x1 mm) ZERLEX—
KZw b (F344/NJcl-rnu/rnu) IZE€ZF>N\A
KOs I — b &#iE
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w R

3Dslicer 7» 5447~ PRP+ BT F A KL
v — NBRERTOE AL, 19.99 mm® TH o 7=,
—J5, BAE 4 r A% O EREE 32.60 mm® TH Y
12.61 mm’ DFIERZRDTZ (X 2),

E
ERRMIICIE, PRF BAEEER @ WVETERE L <7
—ﬁf,mr%ﬁﬁm#%ﬁﬁbmﬁbfﬁ%&

IFEDLL VAR S D, ZOREE, Bl
tPHm#FfMLTLiw R IRs [ BB AFE 7
_mi%&wtbfﬁétﬁMénto:@W%
Tt 5 7= 0121%, PRP 2 EHIMGT 22 L
#f%éﬁﬁ@%MM/XTA#M%T%éo
wmiﬁmxwfk%&%kﬁ(5wmx1mm
EER LR —KZ v & (F344/Nlcl-rnu/ru) O
FAHE~DPRP+ BT F A Ry — K
BT T/ R, AW A THD 2
EDWRENT, S DITERMITEER S - (R
ZRHUT 2 2 LT, ABEMBAESCTTE
Th b,

2 3Dslicer ZfAL\= uCT RIE
L EZFUNA ROFI T — M EERTED CT 2EhEabhEk
EZA (1% BiEwT, X BiER), Tk BiEO 3DCT &&
RIGEBERME, T4 - BAEEO 3DCT & B RIBEBEIME
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SMAETA

e B Lo b R R SR PA SR 0 ) 2 7 IR -1 B9 2 Bt

(-4 0751

D55 A R BB k3 2 B A IR AV R R B 8
T &R BREHIT (T — T VRIBER) 3 H
D, FREIBAEHIT O B ISR BASHIN & [R15E T
bY, GRABEREOEND, BE SO
S<HRPASHIN L 0 bR SN DR E 7o C
BY, HFETHLZOHECIREEZITo TN, &
OHEDOHE I e nb DD, RENR, Pk
WioE, BASHIRIZ L A OGRS e E A S
TWb, £7-, BEROV A X8RI 1T 2 2 3L
L, fiiic—ERE LAz Rlo A4 X
DICEEWZ D2 b D, ABEOHL, M4
Bt Cid BRI PAGHTIT 21T o 7o 0B R R K HE R
FHONNTIERE B FHEONRF L, RERAEOF
JEB], PASMR R E AR ATREER], PHSHE & 2 2 E
WOV ARy 777 2—%i+ 52 Ths,

A &

2012 4F 4 H ~ 2021 4F 3 H £ TOMIC Y TR
T PRSI 21T > 7208 R R KRR ORI ek
D, Fi, FE, (f#HE, L — PHERARICK
L0 FEHPRRBERE, i/ AR A BB E E L
THIH L, REEARGOHER], PSR E AR ATRESE
B, PASHIRE Xz EH % HINES L Licha o
VA 757 02— Eafifizal AT 1 v
Bl Hr &2 D T3 %,

=R

fEAT B2 290 i, REEARG OFE 51T 13 4
(4.5 %), PASHIERIEATIREIERNIL 9B (3 %), FA
PHARE S A JEBIE AT ] (16 %) THo7-, K

INBF i

BARABHEGNC T DY 27 77 7 B—3732 0>
7o, PASRRRRE R ATREIEGNI TS DU AT 7 7 7
H— 33— BAEHEBRIC & B0 R R R AR
(p<0.0001) & fifi / A& i3 bt (p=0.007) Td -
7o, PASHEE XM IERICKT DI R 777
2 — 3 (p=0.005), KE (p=0.02), /SL—
VPSRRI X D 0B PR R (p=0.0002)
ToHol=,
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1) JKARPE. NICUIZH1F 5 CGM (continuous glucose
monitoring) DG, B AR A VLA E B S HERE 2019;
31:323-327.

2) KEWE—. V72 A LFLbEE =2 v 7 &2
W B AR O MBFER, = &b R v X —
2017;46:139-140.

3) BMGE, MR L, A 0 AL, b AR A v
AU AR i BE E |2 k3 % CGM (continuous glucose
monitoring) O FEER. H ARH A4 Wk B = P 2 Mk
2019;31:791.
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W R oY R omoE s

HREBM
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HENFEREOPTTTIEEH 2202 1%
<HZTbhs,
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S HADIFENZ ST 5 Z ER TSNS,
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BT, JEER A7 h VORI S5y % low
frequency (LA F LF, 0.04-0.15 Hz), &85k
43 % high frequency (LA T HF, 0.16-0.4 Hz) &
L, 2PEICHEE Lz, B AR RE R AL L 4

D) MZEIRSLZ EbERE 2 —  phigE
4) [A ELOAEE SRR

2) [F RO TR R

3) [al fEZENRER



CELERtEUA-ERE FH51E $2F
165 (84)

AaEn?, B AR FRIE S HF, 23R fE
FE2N LF/HF & shvd,
SRR SR T Z 7 4 — (ETG-4000
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- IRERIEENF (Neuropackd HAEFEA)
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O CRM RN, o dhER < o 2 —
7 ORI A3 RRGE L, LF/HF 13RI
v, AW ERNT T — 2 i P TR 2 L 2L
L, BafF0O 28 HF, LF/HF IZH B2 D72
Mol

2. =7 I ra, B> FWCTHF &<, Fl
ANEAFRR R IG B L% 2 & DTz,

3. RIEDOZ LWENERF O DA © ma
EHOFE, ¥ —r, hAafriEd, RO
th, 7=AF7—~<ili, AT —/LTIERFO
HF, LE/HF Z8N2HHEL 0 K& <, Y7 VI
HR & HF B&, ®E#EOF L HF KT & LE/HF
EHRHEHEDT,

4. REENREIE DAY TR 2
THF EFRMEmb Y, FENT T HREHT
/X LF/HF @ L% & 7, NIRS TiX, h~
ATl TRESC A AR BX I FEHE N & #2000 TR

SMAETA

J 7B — T H ERRIARAE D o X & T RIS
HmL7z, GREE 1 & RER)

5. BUGDZ LWENENE O 24 Reft] D41 2 8h i
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HEUR T & R IEE) (HF) o ERZ L
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ZEENME 2SI TCIE HE O B PR EEI R K& 220
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6. BUVERICIST 2 DIAZETEENT © 82 150G
L3872 D, BEE DD LT L2 BV T HR
5, HF F¥, LE/HF LH23HE L TREh
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7. WLEFR OB RO - Bde
Y- BT - WH|ITLF, HF &, HF KT
HR 8% LH U7z,

8. WBINENZ BT 2 0BT - "EAK D
LF / HF EHZmR@EL THED LN, 2
MV fIZ ER Lz, HF Z{hid—Ew 7, F
e BRI TP Lo EL R TH o7,

Z =

FIER () (TR DL MENTIZ DV T
AR SRIEE) LF  HF M A D X 57 AN
EENRA LT, BB RTIEE HF O 48 H
AAPRIEREORHBIEIE & 720 5 D LV O HE Y R
MEAR B B RIS ®) © HF OfX F & LF / HF ®
BAPENR SNAWE Y 72 E, [lx OFEOLE
BYEZ R LTS, 4 FE TODLNDLNADRHE)
5H HRNEB S — R SRR 5
FOSIIXERIER 5 Z LIZHL L TH D, — K
T [RiF& - B0 %20 ThhEo (8E) | 94 )
TLF /HF B EH L, TE23FHTHEF) $4
Fhrigi ) TFo/ 72 k) T HF 23 < LF/HF &N
T 5 ST —E L TA LN TH D,
FOSDZ LWEIENR () 1oxh L TR b ofs
BN ORNDIFHCBUGED LT E R0, ]
HENDZZ IR & G % LD L2 BB BT B X
BE DT EMASTTHRA 2GR E 2D, &
LI LOWMARE X2 S <Y, #BMINTES
&9 70 IR AR O BHAE OIS R BN A 72
CEEZE AR THMTOR TN D, TR
ETCHLOMMTEN 7 4 — KXy snbZ &
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V=2 X 2EZ ORLORART & T, RAND
DAL DTHRNY ZHOTHMLERD D (H
15, Bati), #h& oBIEAMZED, DT hi
ROBE 2 & b2 TEXEIEL, RADEX
EFHRTED7 4 — KN w 7 O7 mtRTHEO
O ZEMBERICR D, BEPTHEWOHAE
HoTC, %L ~OiEE) e X 23 FIZ-Ddn T
AR ETA « BT L TV 2L DBRETH 5,
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1) Heart rate variability. Standards of measurement,

physiological interpretation, and clinical use. Task Force
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of the European Society of Cardiology and the North
American Society of Cardiology and the North American
Society of Pacing and Electrophysiology. Eur Heart J
1996;17:354-381.

2) ZPEREIEEIT. B 2RO T/ HECK
72 EE D& B E R O MM B R O k. B AREEO
By E a5 2013;38:275.

3) HEEGIL, L7 B, W, M EE L EE RISk
1T 2 B AT 2 BOS O MES. A ARELE O
B 2N 5E 2016;41:226

4) ALN2NED. HE- R 5. BIERR, fh. O Z T AT
& T B OB B VL () o9 RN B 9 % b
it AORESE L& R 456 2011;36:509-515.

5) FAFRSAVE, RN, @ T B OB R I O BEIR
FI HEpRR TR ) 0D 5K I & 3 2017;49:260-266.

FeRME KM EVE T RAS A HE N B~ % 3815 1
AT G4 Y VTR DR

ok

IELC®IC

BIRTICBT D AT T A 22 T DOREHRED IR
BOJIK L7220 Y, Pre-mRNA 7> 5 mRNA ~ O
AT T A 2 TR NT, RO AR
RELHNEFFOT VTR ALF Y IR LATFR
(ASO) Ziftic &, ANBHICATTA T %
HET 52 LT, METRERELETED Y,

FERMERM A B EASIEDOREFNEERETH
% Pelizaeus-Merzbacher disease (PMD), Spastic
paraplegia 2 (SPG2) 1%, PLPli#{=1%% (FEH,
RER, R, AN, AT T4 TRE) PR
&7 B Y, - 725 g hypomyelination of early
myelinating structures (HMES) % ¥f -2 2 BE >
5, PLPLEIEFOT 7 Vv - A v b r VB
PSP A > b & > @ long-distance interaction site

oY, H G

&

R

I

(LDIS) (ZZEERHESID 0,

PLP1 M{s+1%, PLP1 Q177 /) LoV
V3B M35 T AR TE LT DM20 (242 7 2
JEB) D2ODATFAL T NRNYT v NIEE
L (K1), 2S5 FTOREIZEY, PLPY/
DM20 D AR F 2N LIRS A A & i

WEAEREIS, 7450 o~ b o2 LDIS 285 (c.453+159
G>T) IZ2WT, VAFa2—FEkE LT, pre-
mRNA %2 EL S5 72012, BRI A
T HFHA 2 A N BN ERE AN 4T
VIR (LAFa—) ZERL, MAELZ &
Z %, PLP1/DM20 D HRDOWFENRD bz,
DXy, WEA > hr 2 ® LDIS (% PLP1
BILUODM20DRATZ A v 7@ 5 LT
WD ERRIE ST,
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DM20 PLP1
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o [ e f ol

1 PLP1 DEGFEEEBIRWATSAIT
PLP1 X7 DODIT O HERY), PLP1 (277 73X J/8) &

IV 3BHPRIELEDM20 (24273 /) D2DODK>
NIBEZEI—KTD

DMZ20 splice site
exon3A l exon3B

Pre-mRNA AAGGGCCUGAGCGCAACGGUAACAGGGGGCCAGAAGGGGAGGGGUUCCAGAGG

ASO-PLP1TTGCCATTGTCCCCCGGTC TTCCCC

2 PLP1 exon3 D DM20 A 751> RF—H
4 b® pre-mRNA E25)

ASO-PLP1 (ZDM20 DA 7S 4 > J & MFld % (Tantzer
et al. Mol Ther Nucleic Acids 2018 F£X%)

2018 42 Tantzer 5%, DM20 D AT Z A v
7 R —H A MIHEET 272 % b
ASO-PLP1 %= % &t L (X 2), PLP1/DM20 ® A~
TA T EHMELIZE DA, =F AT NA
Y hayOERFEG TR, =7 Y 4 OB
A > hBa Yy LDIS O R (c.454-322G>A) 1T
%t L"C, PLPI DBIRIIAT T A o 7 H{E LT,

AE, bivbhid¥tr % —T#frLiz=
7 3 DIEERA > b m L LDIS fE I o 28
(c.453+159G>T) 122\ TH ASO DN AN
HND N EMRFERIZIS W TREE LT,

B &
1. PLP1 ZBUMAL O3

PLP1 DR FIENH LAV IT7 2 FadAa
N RIEMAERE  (Oli-new) % [EISLAERR « FiR = REMF
Jet 2 #— H B X U Dr. Jacqueline Trotter
(University of Mainz, Germany) ? 0 7K # % 15 <
7% L7, Oli-neu i} i% Poly-Lysine = —h L 7=
¥ —1, SATO medium+1 % horse serum % >
THAE L7,
2. TTAI RN 7 —HE5E

RNA BB EW OIENTICH NS =7 V2 T

HMAETA

7 ~X 7 % — (pET01, MoBiTec GmbH, Germany)
2, =7V 3,4,5 2 E B AR LU RO
A % — Kk DNA ZE AT 5, ZEMZEIL T
BT FEAY 2 B8 AL (Mutagenesis kit, Toyobo,
Japan) %MW TERIL7Z,
3. mRNA H25 FEY) DT

Oli-neu fl fi 1 X 10"/ well (24 well plate) % &
FEL, 3HBICURTZ =7 % 322000 2V,
TAEMB LOEERMO S5 2 REEALTE,
4 I [ #% T Endo-Porter, ASO-PLP1 % 7= 1% ASO-
CTR (Gene tools, USA) Z & TekslC@EH L, 24
BRI 7% (SRR 2 B0, RNA Z i, W55 55
12X W RNA 75 cDNA % &% L, cDNA % #57
&L LTPCR %47o 7=,

#w R
mRNA #55.FEY) DT

Oli-neu filAIZH AR D= Y V) v T v T XY
X — %8 A%, ASO-PLPl Z RN+ 25 Z &2k
D, ASO-CTR ZiFM L7=%4 L bk L, PLPL
FEH 3 XUV PLP1/DM20 O %8 B L SR AMEE > (2 4
miiz, —J%, EBEA (c453+159 G>T) O/
Vv b Ty TR H—% Oli-neu M IZE A,
ASO-CTR Z NN L7256, PLPL OFHNZITE A
R BN, ASO-PLPI iRANIC & ¥ PLP1 %
AR & PLP1/DM20 D3 LR D i #E MR
bz (1X3),

« b x a
5 & & g
o o 9 o)
@
2 2 < 2
1000bp s ’,
= * *
- E— G Oy PLP1
o . R . DM20
500bp we—
L
- -
4R TRE

C.453+159 G>T

RT-PCR products are PLP (681bp™*) and
DM20(581bp) in length.

3 mRNAGHEEHOHEITER (BEKBEFR)
BAER T, ASO-PLPTRMICEY PLPT ORREL LV
PLP1/DM20 DRBRUROEN LEMBROND, ERUTIE,
ASO-CTR ZHHIC £ PLPT DRBRIKEEAERDNARNS,
ASO-PLP1 AN & W) PLPT SR E PLP1/DM20 D5
te=ngEHBDH>ND
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PLPI DA L RO U 3DATFA L TN
v —fEIE KR K D PLP1/DM20 D3 HL LR D
KT & B LT A 2E & ORIz OV Tid~
U AET NN EHWERICB O TERIC®RE S
T30, Yo X —Cfr L7Z PLP1 A > b1
V3D LR (c.453+159 G>T) 22\,
PLP1/DM20 D3FLL R DR T & WEAERE S L7,

LAY, BRI A N L/l IC ASO-PLPL
BT H 2 LT, MBI TV = PLP1 I O[EIE
BRDO LN, ZDZ b, ASO-PLPLIZL D,
AT TAV U TNEFEELIZEEZLND (K3),

ASO Z MW HERIEAIEH Y A b7 4 —=
TRV EEICRB W CTHRBRAEA T D Y, 4
% b HETAPEANRR IR BB & T ASO DR HE A
B TE B,

F7o, FUBETFPERREE 72 5 BIEMEERICE
WTh, BROMEICL VIGFIEN R D720,
EFI K0 IS & T D D)% o 2 )
WEHTIZ KD, BHEMNIT A ZENEETH D,

X R
1) Faustino NA, Cooper TA. Pre-mRNA splicing and
human disease. Genes Dev 2003;17:419-437.
2) Rinaldi C, Wood MJA. Antisense oligonucleotides:the
next frontier for treatment of neurological disorders. Nat

Rev Neurol 2018;14:9-21.
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3) Inoue K. PLP1-related inherited dysmyelinating
disorders: Pelizacus-Merzbacher disease and spastic
paraplegia type 2. Neurogenetics 2005;6:1-16.

4) Steenweg ME, Wolf NI, Schieving JH, et al. Novel
hypomyelinating leukoencephalopathy affecting early
myelinating structures. Arch Neurol 2012;69:125-128.

5) Taube JR, Sperle K, Banser L, et al. PMD patient
mutations reveal a long-distance intronic interaction that
regulates PLP1/DMZ20 alternative splicing. Hum Mol
Genet 2014;23:5464-5478.

6) Kevelam SH, Taube JR, van Spaendonk RM, et
al. Altered PLP1 splicing causes hypomyelination of
early myelinating structures. Ann Clin Transl Neurol
2015;2:648-661.

7) HURAR T, T, BB R]. Jo RN VAR
REECBE S DBIR T D AT T A v 7 B Dfi
B, Z &b ERRE 2 — R 2021;50:147-149.

8) Tantzer S, Sperle K, Kenaley K, et al. Morpholino
Antisense Oligomers as a Potential Therapeutic Option for
the Correction of Alternative Splicing in PMD, SPG2, and
HEMS. Mol Ther Nucleic Acids 2018;12:420-432.

9) Trotter J. The development of myelin -forming glia:
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10) Wang E, Dimova N, Sperle K, et al. Deletion of a
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EREERHT D707 7 MIEHERESNT
WAHN, AT LT LY XADEWT X
D, AEGEECHR A RN T LR TR
VN, AWFIE TSR, BHEMIERT 2 N4 5
M 7" 1 7 I Vaquita” (Kim, et al. (2017)) %
BT L, MEEEEE A L7- Manta? (Chen, et
al. (2016)) &Ik, Zh LR OETHERIZHOWV
THEEAT ST O THRET D, £z, EEROMENT
EATHOITHIZ0 MBI 200, 7w s 7 A
IZ Ko THIGIEOMEZE RN L Rish b Z &
Thod, LLLRRDL, &N OEs
Btz 1o 1 DB TR & 5 M lET
HOFTFERTRERTH D, TOREE LTRIFZ
& Duphold? (Pedersen, et al. (2019)) #EA L,
EEBGIED FREME D RN AR A T o Vv H ) T
T AT EAT 72, ZHNHIZONWTHET 5,

F &

1. BT AT L ORESE - Vaquita
MG 7 1 775 A0 Vaquita 238 A L7,

Intel Xeon 3.30 GHz 2processors 8cores, Memory

256 GB D~ ¥ N TN & FAT LT,

2. Vaquita & Manta |Z X 2 HELE RO M F &
Uil R O RES
#1200 bp, #9 24 kb, #9140 kb, #J4 Mb DK%

L OENENOREFMORMR Y —Fr v 27—

ZAOTHEZEROBRI 21T, 7 e 77 A

V2 K D MRHTHRE B ds K OMEAT AT B IRE P 2 st L 7

3. filTy 2T L OHEEE - Duphold
WALAR > — & > ZFRHT O depth 15 # 55 % FI|

L, BHMEO RO SWEEERE 7 4 VX

Vo 74500 ERaeRitd 27 e 7

< I, Duphold %3 A L 7=, Intel Xeon 3.30 GHz

2processors 8cores, Memory 256 GB D~ 3 /2T
filetr 2 FEAT L7z,

4. Duphold % AV N7z HEIHHMED FTREME AN m v
BRO7 42T (BT — 2 OHIBR)
Vaquita THitH S A7 AIEZ R Y 2 k% Duphold

THENT LTz, G0N 7ciElae b & IR FThE

HREVHEEERO 7 4 V2 ) v (BEEOR

WIEIER R A L, BT — 20 E D D

Rz IGV THER LTz,

SMAETA

#w R

AT, B IER T 2T 2 i 7
1 7" A Vaquita & #7228 A L7, Vaquita 13K
A — 47 A F — H D depth, split-read, read-
pair, soft-clipped &\ 9 4 DD 2 L THkiE
ERE T 5 H51ETHD, O Vaquita &, BE
AREE N U 72 Manta O 28 SRR HRE o il %
4 ODRKEHANTITo72, FEE, £200bp DX
K% Vaquita [ZFHC & 72723, Manta IR H T &
7hots (K1), £24kb, #9140 kb, 94 Mb D
RRIZOWTIEI 7 v 77 2Tt C& 72, fif
7w 7o LML GF, REFRBEHERND
LZOIFALNTEY, EFRITEROEERH
07T NEMBL DRI EN Y —L (FusorSV?
(Becker, et al. (2018)), MetaSV® (Mohiyuddin, et
al. (2015)) %) LBERSNTVD, EALZ4D
DREIZONTIEH 1 DX D RFERTH - 7228,
W2 Manta T C& % A% Vaquita TIERRH T
BRWERGHL LD LB DD, T~ DA
Ny 7 MBI A2 B E Lo, RO 0
TT LR DELONREE LV E-BDbNS,
—5, EEOMATIZB W CHBEIZR 00, Zh
O OFFNT 7" 1 7T BT L o THEERG I DM 28 B A3
Z s hbdZ&ThsD, S ioiiEs
RERMR—r AT =2 D2 —U—, IGV
ERAWCERGEZMGET 5 &, BEET—2 &
BbnsbobZlHAInsd (REAEHBLS
NTWVDIZHE 2D 5T, depth MET LT

FRAT A S
#9200 bpdD KK | KI24 kb #7140 kb| #J4 Mb
Vaquita et M| R | M
Manta | KRZMRETES | M | i | BN
AT TR
BB ) NI R
Vaquita 1 HER 30 4
Manta 2.5-7 IR

H1 BEEERHTOJTLOLER
BR7O0JSALICKY, BEREROREBERIRLDHADDH
%, 2D0OBRT A0S LOBIIERRORL S,



W), Ln LD, RS2 < ofiEZ
BAEM A 1D 1 D H B CHEGIEN & O 2HE
THDIXEERARETH D, TORIHR E L TAM
ZETIE, ORI mOVRIERZ 7 4 L
L2V T T LoD % 717 % Duphold %3
AL, fROWMHNEIT-7=, H5DH1EEF (B
160 kb) DfEIk% Vaquita TEHT4 2 & 77 E O
AR A & 7225, Duphold % V> TR
WELEBD T 4N Z ) o T AT R, X Vi{E
FEEE DRV 4 DORBIELE BRI Y 2T 2 LN TE
T2 (L7 AN ) TORMBICE VY IAE
NDENIEAT D), IGV THERT 2 & EERIHE
EERNS DAREMNE L, T4V Z ) T IER
BT T % & b7, Duphold % A 7=
RN 2 MZ 5 2 L2k - T, X VIEEMDE
EERIZER LB THD B,
S OEELER T 7T LA LERE T E
LTW5,
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1) Kim J, Reinert K. Vaquita: Fast and Accurate
Identification of Structural Variation Using Combined
Evidence. Workshop on Algorithmic Bioinformatics
(WABI). 2017.

2) Chen X, Schulz-Trieglaff O, Shaw R, et al. Manta: rapid
detection of structural variants and indels for germline
and cancer sequencing applications. Bioinformatics
2016;32:1220-1222.

3) Pedersen BS, Quinlan AR. Duphold: scalable, depth-
based annotation and curation of high-confidence structural
variant calls. Gigascience 2019;8:giz040.

4) Becker T, Lee WP, Leone J, et al. FusorSV: an algorithm
for optimally combining data from multiple structural
variation detection methods. Genome Biol 2018;19:38.

5) Mohiyuddin M, Mu JC, Li J, et al. MetaSV: an accurate
and integrative structural-variant caller for next generation

sequencing. Bioinformatics 2015;31:2741-2744.

7o HEBE BT L HARBR BN | 2 DB REME T

m &g

& of
E

MAERBLVEM

ORI BE IR TREISIZ e R E B RIENH D,
Z OB IR 4,000 AT 1 A Th B, JRKERR
MREEHE(X I IE central hypothyroidism (CH) (%7K #¢
FI7RIRRA LI L SNDRBTH Y, FHIRA -
TBRIZK Y TREWUETZ D120, FiER~RA X
IV == T OMBRIEEE I TW D,

ROBEEOSWEAKRTEIETHL XY UIE
DBEFTE, FRBEEEZRRICATD (&
WIRT1-2 %DOMEICKH LT, ¥V ERET
4-19.5 % DFIFE), & 7 L E B TR IR B
LRI E LT, HURBREIE AR L v AR

TUoE B

= B I S
3%2>

I A ||

)

JLE  thyrotropin-releasing hormone (TRH) @434
R4, R T — T HE ARl — @I R hipothalamic-
pituitary-adrenal axis (HPA) DRZH, FIRIRFL A
Jb & thyroid stimulating hormone (TSH) @ A jii
7R WIS MR EREBEZ BIDH N, Z DR
RITFEZfH ST, AR O X 7 o iE
B TIX TSH OfERH 72 L5 Ll A o %o
v (FT4) OREH 2 W@ EMEAElEIND
23, 8 IR LARE TIIAEANT 72 £ 0 A i o Rk
HRIREDRIENIIZ TS D, TOXHITH T E
B TR L 0 FURR B OTEREN LD - T
D72, FABIOHRIRRA VT MEZ I D Z

D) MZIRSLZ EBER Y 2 —  ERRITIEE

2) [Al

AT IR
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LIZEETH D, £ ThOhbiuIFRESR L
Ty (b= M) I—FRF A= :TT3, U
N=AR)I—F Y= T3BLOF—4
NT RTI—= R A u=":TT4) % —FKICHE
TOHFRLLT, mlhks n~ 777 4— -
& T KR E GV 5y AT 4% i High-performance
liquid chromatograph-tandem mass spectrometer (LC-
MS/MS) ZRWWIcllEEZ et L, fESL LTz, A
FECIEX U AEREICB T 2 R VE D
ERZERINATY, @FE LR L TH Y E
BEOREEZRALNIT LI 2 HNE LIF%EL
1To7,

EEAE
(1) 7
MBI D 8 D X 7 AERE 292 4 (FEfn
3D 20 %) EMPEXMGE L (FD, ¥ v
VIERFE DD B, BUERRIRE B3 B 1B
AZAT>TD (FIRES LT OMTE, 7L
PLRRIRRORA 247> T D) BEIEIG0 5
ok Lz, 2 br—id, HRRIVERE A &7
W > b e — b o IiE (130 Bk, 4 3 %
MNH1TR) ZHHLE, Z2C, ariie—n
I, R ERVURERIKFOEFRTHKEL, —
MR, SRR, HURMHERE 2 & N A
DOETICEREEZRDEhoTmBE L Lz, arv b
72—V O T, BUEFRBRE RIS T IR A
BT TW5D, ThabbHIRIRELVE Y O,

1 AEHRELEIVVESRESOMO—ILOAE

Age Male Female
3-5 years Control 12 19
DS 28 21
6-8 years Control 13 7
DS 33 13
9-11 years Control 19 11
DS 32 38
12-14 years Control 26 10
DS 38 32
15-17 years Control 12 1
DS 25 14
18-20 years *Control 0 0
DS 11 7

*Controlsagedoverl7years were notevaluatedbecausethere was
nocorrespondingpatient.

SMAETA

PLHRBRR O 217> T 2 BE IR L,

ZOWGEIE, MRNENLZ EHERE X —
DImEEZES OKFEE R 1612-02) OERBEGFT
Tolz, M THIEM & LIZBAEFIHIZ 20
T, HEICEDREDOH LN RIEDOHRZMHH L
77

(2) B 7 oOmTALEE

U TVORMELE, 7 L— & E A
HECIiLE 200 uL & AV CTiTo 7=,

(3) HRARARE A LE - ORIE

1% TSH {8 1% %4 B 12 T ECLusys"TSH (Roche
Diagnostics GmbH, Mannheim, Germany) % T
ECLIA V£ THIE L7z,

(4) FRBRAAE  DORE

ST, mEREks e~ VT T T 0 —
(HPLC) &, ® VU 7 VIHEMRVE 85503t Triple
Quad 4500” (Sciex, Framingham, MA, USA) 7> 4%
S5, LC-MSMS & iz, 73#riE, LC D
WP WiE 7 7 2 (Unison UK C18, 150 X 3 mm)
e L, BEME A: 0.1 %EERE, BEEB: 0.1 %
Fife s &te 72 b= U LVEHNT, 77V
MEHTIT - 72,

#w R

#2102, XUEBERB IO hr—/LOIL
EHOHMRIRFALVE RELZ R Lic, ¥ 0 UiER
FTlE, 6-8mOFEmMEER TR TDOINL—T
T, 2 b=l LT TSHEAT RIS
Mmote, TT41X, ar ha—L X7 U ERE T
EEN o Tz, TT3 X, 9-11ED 7 NV—7T
X AEREOFREL, 16-1T %D 7 v—7
TRA T ERFOFPNAEIERNMETH - T,
—J7, T31%, 12-14 DT N—TF RN~
TOFERT, ¥V VIEREOHPEEICE -
7o rTTA LI, & OFERTHREMIC 2T 8
XN oT,

Z =5

WECEEERE ST U 7= FRIR AR AR L8 o O RIETEE W
T, XU AERE ORI NE 2 ERBNH]
LT, Z U gERE CIEETEN S5 TSH &
DREIZ LA TR <AEINTEY,
AW TH B LIERBI GO, £72, TT4
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K2 AUVERZFEEQZMO-ILEQIMHAD TT3, rT3 HXV TTA4REDLBHRER

TSH (pU/L) TT3 (ng/mL) T3 (ng/mL) TT4 (ng/mL)
n p value p value p value p value
3 to b years Control 31 2814  0.00% 14+03 043  0.16 = 0.05 0.005* 81 £ 17 0.06
DS 49  53+£26 1.4 +0.2 0.19 # 0.07 87 £ 12
6 to 8 years Control 20 3.1 %15 0.20 1.4 +03 081 0.13 = 0.03  0.008* 80 £ 15 0.13
DS 46 3.8 *25 1.4 +0.2 0.17 %= 0.05 84 £ 15
9to1lyears Control 30 2.7+ 1.2 002% 12=*02 0.003* 0.13+0.04 0.037** 79+ 13 0.91
DS 70 3.7+ 1.7 14 +0.2 0.15 = 0.04 79+ 14
12to 14 years Control 36 1.9+0.7 0.003* 1.2%+02 057 0.12=*004 057 71+ 13 0.24
DS 70 3.7*+18 1.2 +0.2 0.13 %= 0.04 68 £ 13
15to 17 years Control 13 1.9 £ 1.0 0.01* 1.3 0.2 0.001* 0.11 = 0.04 0.03** 70 £ 8 0.53
DS 39 34=%15 1.1 +0.3 0.14 # 0.05 67 £ 17
18 to 20 years  Control 0
DS 18 35 %20 09 £0.2 0.10 = 0.03 54 + 13
rT3/T4 T3/T4
p value p value
3 to 5 years Control 31 0.0024 0.24 0.018 0.005%*
DS 49 0.0022 0.016
6 to 8 years Control 20 0.0017 0.33 0.018 0.12
DS 46 0.0019 0.016
9to 11 years  Control 30 0.0016 0.16 0.016 0.001*
DS 70 0.0019 0.018
12 to 14 years  Control 36 0.0018 0.45 0.017 0.04%%*
DS 70 0.0019 0.019
15to 17 years Control 13 0.0016 0.07 0.019 0.003*
DS 39 0.0021 0.016
18 to 20 years  Control 0
DS 18 0.0019 0.016

The THs concentrations are expressed as the mean &= standard deviation.

An asterisk (*) indicates a significant difference (p<0.01).
Anasterisk (**) indicatesasignificantdifference (p<0.05).

VEHUE AR T E I ZER A 7 e BT THIE
ENDETHN, KFIETHE, FOEMTHLaY
fa— e XU ERE EORICHEE R ZEIT
Motz —J, TT3REX, 9-11Eo 27—
TIEF U EERER 2 b — VIR THEIZ
BT, 15-1THD 7 — 7 TIA BT
Mofe, REREOFEME T2y hr— Ly
U URERFE L OIS TT3 HIZZENH D O IEAR
R CIIfRIAC & einot=, XU UIEREZ O TT3
TEEE IR DA TR, 3 ha— (F
Y)FG 5.5 0%, T.87%) & HER L TH U VIERE
E ORI TT3 BEEICENBD LR oTz LW
FHENH DY, bbb OWIETE, XU

JEME L S8R D e — /LD T TT3 &
EOEIBERSNRh-oT2, F U IERAER, F
WS ER Bz onTHAREDIR (FIRIR-LA
FUH—BHIERRE) OV_ARLERT LN
Y RRFGETCIE E CE O PR E 2 Bl E L
TRV, 8kl b 7 IERFFICEIT D81
R D ZALIZ DV T~V TTS 2 & OB
PERRWEE D008 LivZewy,

— 7, T3P, 12-14 D 7 v — 7 %
WTC, FUVIERFEOFBNAEICEETH T,
T3 & T3IREETHD T4 06T — FEISIZ X
VHEAESNDZ LG, XU ERE T ITS ER
FEVOIE T3 EEAORDICTENT S & PR L,
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T, I — FEERIEEOZE(ICET D5 &
727 T3T4 B L OTIT4 b H M L (£ 2),
L2 L rT3/T4 thiE, EOEBTH & 7 IERE
Lary e — L ORICHBRAETRNoT, Lz
MoT, XU UIERETIE, T4005 T3 ~Dfi
3 FEEE BT DBROEENREE D, T3
DEADBBM Uz &9 TREMEITIR e o, &
72, T4 226 1T3 ~D i % i i3~ 2 B 58 O TG P
DEEE T3 OBMEE SN D72, T3 D
ELEDT 13T TH DN, AFETIZZED LD
RERIZI-1THDO IV —T T LBl SN
Mol 1272, AL TIEN I — REER ORI %
FEEITHE LTz, BERIEMEN A 7 UE
BE T3 NEWHEEICEE L ThARW &S
FTHZLIITERY, EOLRIMENPLETH D,

FZ3I L

HMAETA

X

1) Tayrab E, Alkalil E. Assessing thyroid functions in
children with down’s syndrome. International Journal of
Advances in Pharmacy, Biology and Chem 2017;6:96-99.

2) Zelazowska-Rutkowska B, Jakubiuk-Tomaszuk A,
Cylwik B. Thyroid function in children with down
syndrome in the polish population: a case-control study.
Arch Iran Med 2020;23:386-390.

3) Karlsson B, Gustafsson J, Hedov G, at al. Thyroid
dysfunction in down’s syndrome: relation to age and
thyroid autoimmunity. Arch Dis Child 1998;79:242-245.

4) King K, O'Gorman C, Gallagher S. Thyroid dysfunction
in children with Down syndrome: a literature review. Ir J

Med Sci 2014;183:1-6.
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S K M fii &0 47 7E congenital pulmonary airway
malformation (CPAM) (23R S 41 % %6 RIEZER
Jfi B, AR TIE e b TR E
%, UTHE—E 0 CPAM % REHE & U C i s fifi 2 fiE
pleuropulmonary blastoma (PPB) <Cfififg 23 3 IET 5
ZENPWEENTETWS, BlZIE, CPAM typed
L PPB typel (purely cystic PPB) & (Z AR,/ ik
FHEFTRE bICEE T 2H R H Y, K70
5t & LT DICER] BAx¥ O B8 S Efi S T
%Y, £7m, EHIFGE A2 CPAM typel \ZFRIE
L7 B, KRAS AR ¥ R° EGFR BAR+ ¥ @
ERDHERINTHERH D, S Hig, #ER -
FLIBIT A DA 2 Wi 5 P 28 T b % fetal lung
interstitial tumor (FLIT) 0> — 3 TlX ALK fil & 15
F2HEN Y, inflammatory myofibroblastic tumor
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