2019 4 A 10 BE#H
2019 3 A 29 BH1T

BRERGZR / BAENBANZSGEAA FS5A Y

IVMEEEBEDOIRR - HEDER, SIRICRITD
HA RS A2/ (2018 &&ETHR)

JCS 2018 Guideline on Indication and Management of Pregnancy and Delivery in Women

with Heart Disease

i Br
il
IR ERESR
WA —1B
A
o

S T
BEENAPREEREY 5 —
RREH

GICRSE
EUMBEREY 5 —

I R
KERAS
ERAR

Ay B
LIS
{EBREEPIR

JREHT 282

TUMNKE
ERAR

AK W
A
ERERRE
vy ik

RRUFEMAF
TERE TR

SERRESNES
HAERSRFR HAERRARZER
R
HA wih i
RLLIAS: SEAY
EBRIR IR RIS
=]
EI KW Tk HiAR HH]
RREZFERKZRER EifERERIAR T 57—t TR EC = TRk
fEkREs/ Rt INRERERR EmAR
LB IR T VA 3
ERNNEERREOmEEY 5 — RREZFERKZ FEERRHIREZYY—
fEREsE fEREs/ R VA )
Lok S By EOKER i &
b L IER A S R R IER 2 B LA
EmAR ER - mAR ER - mAREHE
VR R
mRAS
ERRR
whE
NS e T B
=Lt EIERERRMR T 5 —Kbt RRAZE
TR - 8 AKIER TR
Prm o i Hr o BN
IER A S R R A B SEALELHERR LA
R - AR ERRAR (EER
SEREFHHES
AN SR B W% Jeiks 51
BEMIIAZHETRWESEREYY— BBFIRZE JFEXE
DRENEE 5 — IR AFIS INR{EE A
P 208 L AR
g R EIEBRRTR Y 5 R
DOEEY— R - I AKIER

(B+EIE WHEDFREIF 2019 £ 3 BIRHE)



CRBEE O - MEOBIG, FEIZHT 274 NI 4~

WETICHIE>T

1. 1R - DGOERER © ik - HEICSITS

M_;(D?Q’x\ﬂ: ............................
1 ‘| ?}E}%éﬂ%@g{t ....................
1 2 m;ﬁ?ﬂggﬂ: ......................
1 3 u?u&ﬁ%ﬁg@gﬂ: ....................
1.4 JID%E%@E“: ......................
2. FHRAIDREIER e
B EHRNIYEUYY

31 DEREBDLMD
FIRAD IS

32 DEEEDDOBLILEDMESR -
3.3 EEREEER /JREE oo

34 ﬁyf;ﬁ ............................
35 BLEAIYTUIYT o

36 DIBKAKRIE o

3.7 FRODRAFERICSADFEICDOVNT 23

4, FRMASBEREREIE
5. EYRPOMMITENESE -
51 DMEBESEIRE o

52 MEHERE (WHLY N,
DRANT—FIAkE, CTiE) -

53 MRIKEET o cvvrrrrrrrrmrraenens
54 FRUDLFIRNTFR «oooeeene
6. HiLERTSH

=1
=2

& 1

x3

x4

=5

x6

=7
=8

=9

x10
=11

RIS
IEFVZLANIL

ERICH S TRIREIRDZEIL

MEBEEICH I DEIRFIAD I ITD
mA b~

modified WHO 9387 FBUWL\TcBHALIME
UXOFHE (b ERBEOAREZENM)
CARPREG Il URZ X7 (OH EIREORE %
EN)

ZAHARA URX O X337 (hhEMEOREZ
B

NYHA D58 48
HIRDRICEES IR ZET S, HHVIFHEZ
BT S CEDBLEFTNDDEER

BLTFEEDIORBFERCKIDARNG
FERMEDES

FEREDEZDOESTERF ERERF
BEEODHEDRBREESLT

X 12 NERERICHONDELTES

x13

ZIFED ORIT DB LZTDIRIEIRE

10

12

15

15

15
16

18

20
21
23

26



6.1 BRASKLUZKOEE oo 27
62 %B’EN% .......................... 27
63 5}%‘\/%—1_\ ............................ 27
7 BAIBEREE oo 28
70 BRDIEHESS DY e o8
70 ABEGUABIE - 29
7.3 BERNTSMASHA oo 29
7.4 BRIREHEEDIRER e 29
75 BRDEBRORAIU—Z2T oo 29
8. ERODERE, EE LWDI(CUTERSERIC
BATT DD v 32
8.1 DWG~EBOEREEE - 32
9. BEEMEDARRR - 33
9" ,/{REJ’E’ %?ﬁ ........................ 33
0.0 BB v 35
0.3 B o 35
10. IRPOEDEE - 35

. DRBOEER EEXUVVLEEMRE%E 43

HROEERDORE

1, SETOMEDMIEEER - 44
1.1 3EF 7/ —CHER GEFmA) ----44
1.2 3EF 7/ —CHDRER (IBEMR) - 46
1.3 F7/—EHOEER (EEMER) - 48
1.4 F7P/—CFEH - 49

15 FONTaN AL « - v vrvrrrrrrreraeens 51

x 14 BEEMRRTEDES

2 BRBRMAME=SYUVIICKD / VANV
TAN

BRIROIHBE=Y U JICLD

A k2023 - ANUVATA S

Z 15 Biophysical Profile Score (BPS) (DHIFEEHE
4 EEEIER BER R T SIRTED)

X3

5 IERFREOEESMIENDY T—Y

& 16 BHRLERRU R T EFHRNERERS

N7 BRMONBERU R TBEICHITSD, EFE
THRNEERRS

x 18 MERDERENTFHRSA

x 19 GIREEFHODER

x 20 RAMEFHODER

® 21 HIRFOEYEE TUREE)
x 22 FEIRPOEYEE (IS

& 23 FHIRPOEYEE (FIRE)

® 24 WIRFOEYEE (INARRE)
& 25 WIRFOEYEE (FsMmER)
& 26 HIRFOEYEE TUDAEER)
xR 27 HIRFDOFEYEE (ZDH)

X 28 PHFEEOLEEREICOITDHIKR - HEDSEZ

T2 IEDERRZEFIE T DIERDERE

*29 F/—CHEERENEEEED
YIRICES O DRHA - BRIRDEHHE
% 30 Eisenmenger fERBEEEDTIRIKGT I DHED

& 31 JIRPICHIFDIEBEIRE Fontan {BIRD
IDMEE DB

28
30

30

31

32

34

35
36
36
36
38
40
40
42
42
43

44

50

51

52



CRBEE O - MEOBIG, FEIZHT 274 NI 4~

% 32 Fontan i EE DR - HERES 53
2. HESMIEESE oo 54 % 33 BUEIEMEIEEDS S 54

(Z—R5%R [2013 1)
2.1 WREOSIMTEDHER - FIE -

BRI 55
2.2 ik - HEOEE - 55 X34 £ 12 (CHD (S PAH) DEEEDE 56
D3 SBEEEE e 57
BUREERE e 58
31 SREBEEANTIRB®RME - 58
3.2 {UEE - IMRESE e 60 = 35 FDA [C KD IFIRFDERIERHT I — 61
6 WiRFEIRiTROTURERE 63
4. Marfan fE{®EE & Marfan $81LU&E - - 63
41 JREE e 63
42 YR - HHEE oo 64 & 36 Marfan fEZEERE(CHITDER - HEDIESR 64
43 BREIMRRK o 64 x 37 SLRHIRKEBECHIT DI - HEDITES 65
4.4 SEREREINRAEARRE - 65 & 38 REBEXBIERERECHITDEKR - HED 65
FER
* 39 KEIRMEREEENEREREICHITHER - HED 65
FER
5. lE\ﬁ?jﬁE— ................................ 66
51 BERBUDEREE (HCM) -----oveeee - 66
52 JRBUDEREE (DCM) oo 67
53 BEEROEE (BEHOEE) 67 = 40 BEEROAEDER S 68
B. TREEER v vvvvvrrrrrrrnnnaeee e 68
6.1 TEELHEE o 68 7 10 AR iz b DREIRHRE T AT Uiz 69
BEHK
6.2 BEMILEZRZAHUICEBEED
Z{%H}R ............................ 69
63 Kgﬂ[ﬁ;ﬁ[ﬁ ........................ 69
64 X%W@%i@ ...................... 70
7. EEIMMEDMERER oo 71
71 HRPORIIEDESR (RMEEARE)
@%ﬁ; ............................ 71
72 mEmHELEEREHER 72
7.3 REIMANYNFRG oo 73 8 WHIRICHED I DREADIIL 73
8. e (HBORREELT) - 73
8‘| ﬁﬁ;ﬁ\ .............................. 73
82 URVEBREBIE v 74 K4 DEEEHTRICEIDBABRURRIR - 75
FERDA R S FART
83 ;ﬁ{ﬁ .............................. 75
Q. EEMIMESE vvvrrrrrrrrrrereenns 76
91 BmE&EHEKR - 76 X 42 SIMEAHTIRICY I IR SDIgst 77
10. SEIRFROBMMAERE oo 77 *x 43 MRS MEERERRFDR - T - 288 78
101 BEEEDER (BO) - 79 & A4 HEDMER T HEEE 80
102 BEEEDER EF) - 80
103 BEEBAR « - oovvreree 80

104 FESIADEE o 30



BR
11. —Fﬂiﬁgﬂmﬂﬂﬁﬁ ........................ 80
T URDFTR v 80 R 45 Ml - HERORIRIMEEDEERRA T 81
K46 Mk EEAICOITDFIRIMSED IR TN 81
11.2 g@lﬁ_kﬁ .............................. 81
11.3 %B)'j‘ .............................. 81
1.4 5{5\% .............................. 82
BRI ES =
1 BHEESE - oovvrrrrr e 33
11 BHERIEETHEM 83
1.2 BB oo 83 ® 47 SERDAS 1 ERORETRE 84
2. AIFREETREIE oo 85
DA TREEEE vooovree e 85 9 ART EHET Ui BT BITRE - 8% - 85
MEE (2014FE)
K 48 NLDEDOXME(CBIT SR2IER 86
= 49 FEEORERBRDHOIMER Y U—=>2 86
"E
10 NEEED 7L IYU XL 87
22 FBE oo 88 ® 1 FEEORAEZOHE 88
% 50 FNEEDRABRERE MR 89
3. BIFOBERKRENRIZICSZHE - 88
81 FF It oo 89
32 BIEEARE - 39
33 FONAan MBS - oovvrrrrrreeeeeens 39
34 RSMEEE - 39
A, SRS TTZS DYIET e 39
41 BHEDOHIHMG o 9
42 PERHRDTE 90
5. FEREOTY RO—JL - vovvreeeeee 90
SO0 FEUUMENE] oo 90 x® 51 SETENRIIFERDORSTALRR 91
x 52 e TENREIIFIEERORICEREINEEER 91
5.2 FEWMElEE o 93 KO3 T+ I UDBEIER 94
x4 FHY i\\)‘/@%@ 94
%55 JORHI5IVORNER 95
%56 7D7\975/ a)’g—’f 95
0. ﬁyﬁ;ﬁd)%;}? .......................... 95
6.1 DBHOBERRE - 95
6.2 ANTHRPHEOREK - 95
6.3 DIHRADFEIR - 95 & 57 wEUIROEG 96
6.4 BENWEONRESR 9 % 58 RIS AATDHEIRIC 1T 5 KA 97
B.5 RREL - 96
7. SUEBEDRREL - 96
71 /Z\gll‘é ............................ 96
7.2 ﬁm _J_/\_:\ ........................ 96
7.3 BREMEIEHAE oo 97




CRBEE O - MEOBIG, FEIZHT 274 NI 4~

7.4 BEORRAGOIE 97
75 HETBICHIBMEERR 98 % 59 DEBAHBEOH TSI DREERRD 98

1. AF—FI - AVF—RYYIY oo 99
11 HF—FII =R 99 % 60 ABIRAICRECHT B/ Ub—VHTA 100

12 NF—FIDEFRIERRER - 100

2. FHRFRDDIEMESNBFEN, WEERE - 100
Sl FEREVISERZT DTS 101
%61 DEBRLMEOIER - HEICHTD, S%O 101

HRDASEE

G IMREBZEDDEETAESTRIEDHD, ik - HEDOFSIE 102
%62 DEEEDDEESAE SREDHO, 103

YR - HEEICRE T D F 5T

tR DERBBREOITR - HEDEN, BEICETSHA RS2 : IHBEOFIER (COD ICETHRE - 105
Yﬁk ........................................................................................................ 1 06
(BMEEZRTD)

WRETIET VAN



B
ACC American College of Cardiology | KEDERZES IE g\r:?j(gtégt:giﬁgdocardms, INfective | mesmiv Typym
) - e . idiopathic pulmonary arterial Y F BT MRS I
AHA American Heart Association KEDERS IPAH hypertension i
activated partial thromboplastin =~ | J&4(EER SO>I T ) —_
APTT time S2F mMPAP | mean pulmonary arterial pressure | FIIFHEIRE
APTT activated partial thromboplastin | &4{E8 O~ RT NSAID | nonsteroidal antinflammatory FERTOA RRIARKNAE
time SRAF VEE drug =
) e At NTpro- | N-terminal pro-brain natriuretic | BNP FISKMAD N il
7
ASD atrial septal defect IDERREXRIE BNP peptide 55 %>
| =y R
BNP brain natriuretic peptide %ET\ hUDLFRIRA NYHA | New York Heart Association Za—3I—UDERR
BPA balloon pulmonary angioplasty JN)U—> B ARFE PAH pulmonary arterial hypertension | FiEIiRIERT=INE
CCS Canadian Cardiovascular Society | 7774 DEMEZF % PDA patent ductus arteriosus BRERTT
. P DREA S -
SES congenital heart disease-PAH éaﬁ MDRBERS PEA pulmonary endarterectomy FriEn AP AR R AT
chronic thromboembolic 12 MeEE RS . . - "
CTEPH pulmonary hypertension ME PPS peripheral pulmonary stenosis HOBAMEARIAE
CVP central venous pressure FuDERIRE PTE pulmonarythromboembolism fmmieZEAeE
- = o F - -
DAPT | dual antiplatelet therapy QHM ViRSE 2 Al PVOD giuslrew?ic;relary veno-occlusive FiBRIREAZE R
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WL TE L0 H, HIRTNIC TS 2 0E DN H L. 0
T-OMGEIRIE, (LERRRE, KENREE, 77/ —+, NYHA
OBRRE M E R R B 2 XL, BHEK - IBIEOABEER
TFillT2H) 2 TEETHL. TNSOFHEZITH 720D
IRATRRASICIL, IR, 2%, B XAR, LEM, OhREE
WrhgIn LETHE, LD T — 7 VIRE AT
. LEEOFMHENKTLTCWIEEZLNLGA
(NYHA UHEBEDHE T EL EOBE, HHVIETETLE
FEIRHFDMET LT A58 %, KBIRAAEDOS A% L)
3, OEENAMT T A b EATH . EEEAM T A M, ARIR
B L MO RBEICHIS TELPHETEL20,
HRED P BEO B BIEHIIE L LTHEHTH S ©5Y R
IR & RO DAL, RNy —LEMEEETD. 77
KEWRIEIRZ A U R WA (Marfan JEMERE 22 &) T,
KEVROFEAMAT 53T\ 61E, /Ol MRI R0k CT
RERITH Y. INSOMETT REMAEDET, R
27 &P, BEEFRICOWTTIEELED 2 ed8
HETHL. (5517 S ALRPOIMATEREFli = S0 2
&)

3.
53 v Lo vk oA D4
3.1
IVMRBRZ B DORMDFIRAD VYT
3.1.1
TSR ORA

DRBEE OMR - MEROREN, Letiliion
T, HHRENC A Y v 2 ) v P RAT) SN EE LW T
AR AT 5 7 &) » 7 (pre-pregnancy counselling,
preconception counselling) (%, AR REF G TH 2 OF
WILIRE, 7-& 2 3D S O EIS THE L B IS
WRZZETHEELREEZFHLT, Yo7 VRars b
DORGT L LY LTEEERNRET 2D THS
Mo, e OV HEAFERRE R EEZRL DD, &)
(& TR 2 55 DR CTH L 08 D E R TH B
R, EVOIONEFTHL ] ZexHET L. BE, Sk
ZOLPIIZDO—BRRAMmITTHLIER, FFELTW
BEL, LHICHEAL TSI EDPRYTHSL. BT,
BRI ET 2 EICIE, 1 ACEROE RO %% %5
H5ENTHBDT, WEDLIEOREEZFHT LD
T, WRAEZDHEDT Ty 2HHT 5L v LR
T =TV LNV ORERHEE L THB W THh SR~ D A

11



CRBEE O - MEOBIG, FEIZHT 274 NI 4~

FYTWEE LD, HEVIEFOFR DR OBE, 72
EZIF LT a—RR)V Y — LB AR
MRI 7% & O IR EEH) e AT L WA, BRI 2L 120
WCOERERMET 2. RBho, REOEMHZ E T2
TR % % 2 AW REEN D 255121, ROl g, Mk
KB ENFEELTBL. ZLT, RIEHRAEESH, RS
B ECOFIRRI A Y v v I ANEEATH, 22T
D)y TOWNEER, FSLLBRALORE L
LT, BEHR - HEEIC B A RHMRD.LRBICETR T 5 1) A
7 LR A7, IR A2, EiE BRMEZE (BHE
DUEBBRE L LCoFa, mI7ER, RENEY, #
b, e GEIRES ), WATA, BRMELRE, B
KI5 TL D, RIIHIRF AT ) T DRA »
MR

INBHRA Y MEDRIZEEHIZBWT, FTEARA,
WIZRAD L 5 L BEiEHVTH LW E T 5 A
(Fe = hF—, FRlEkE) LIS, MEDHEED R
BIL, WAL, BmEET 5 LEOBEOALRSLT
FERHY - RO B2 B D IRIE DR 2 )7L e B
IR R M 0 M B9 A 1B R, AR IZ E N H Vs
ECHRDPTEINDD, EFOBE L LBOBLEILFH
A HELFEU2E ) 2, ABRERHIZWOED 7 & OMIE
(D72 HEERNCOWT D, & NHIREAR O A LR %
M ThD R YR L CTHIAT S, 2 [ HLIEOHT:

K3 MEEREEICHTDIHREIAD I EUYITDRA 2 b
@ HHRFDUZ 2
- OB R
- BHOERU RS
- RRDUZS
@ EB~ERBICHIDBHDURY EEER
- ERTEORE
- BARENATIDRARED, TNSHREDEICSR
258
- BROUR—b, REESEEEORERESTHD
® BHEOBRODEFEIC5R B EHROTE
@ BHORENED
© 8BS
® BEHOZREE
@ BHDODBELERE FEICEDEHOF T v ) DBE
® HRICOI CORETE

KAEDHE | MLERROIERRIEE
KBEDEE | KR CHRDD D TEENRET

(Elkayam U, et al. 2016 & V) &%)

©(2016) by the American College of Cardiology Foundation, with permission
from Elsevier.
https://www.sciencedirect.com/journal/journal-of-the-american-college-of-
cardiology
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IRCIE, AIRERPOFBEZEERL CTWaH 72012, HOE
HOFIZBWTHBEORBEZELT V. LaL, £1F0
WEEE LRSS, [82 FOHNETHL | L) —fkil
BICREE L ED EObNRE, HEAENCHERE LT
LEH DL, RN TSRS 2 & % 56 <
HETAEmSAONE. PEEDEO) A7 2508
T, O E z L3, IR Z 513 L,
CAEREHERRI N5 LD IFERIEVEES L EL 252 L %,
FIEICHBFELTH 5.

ORBAPHEIRIE, NEMA SR LRE T, Rl
Bl o BRI ET 26 L, R LT
BRI OB EAIIRIH O TR SN DA L IThIT S
N5, BETE, FHBOMRICE > TWOT, HIRICET
AR ) IR ITONDLT ENL. L LEES
INBEA S RGBS STV A YA, IR AE
W5 & 72 HRIR OB B RSS2 & T4
FLREL 729 2 C, TR 7236 ], [T 256 S612
& [P s 2 E | 22 oWTC, BB RIHD
LIENEETHD, k) v S RBGT A%
Y LI EIIWNEETH LD, AROUNREYE 2 5L,
7ok 2L, RS ) U T RIS T A HEE
taichsreEZoNS EZZOBIC, B8 (HD
WIZSH) AREEL T b & &L, RIEEBTEZ, THR
wIET LI ENReE R D0, HIRICET AT ok
VY TRAT) IR &R D, 7272, BERIEIL, 3
AEFIZBWTRIE [FF9 25 - L] L) RIcom
BTIE R, BRAZHLE LR TRESNLEVSH Z
ETHDH. ZORFHIEBRICZITANIZ) 2T, Aaofi
BrafE) 13 OE) AV, H5H WL A7 BRI T
WHRE HLT A6 L, BELIZVZRWVIRRTON Y
YR RIET B, FDoIlh, AR E A
RFIAZEN > TBLLEDNH D, E512, fHroik
DLCHEE, ZHNEDS LB Z Ik TH A ).

IEARIZ WD LB BDSTRRE SN2, L,
LEMEN NIRRT, ERD SIEERE
NEFIRENDLZENEL, byt v 7 HE
BENAZ LD, ZOWETI KHESLHIS, IR
TWETLULENDHL. KN, K- 8= F—, RKEOHIZ
EoT, BELYav IdREWED, D) RTWiEiH
AR IBRLAT) R EOBEEET L. T2, LENRTT
LEETH 5.

By re) YL, TEBRAEGEE L ERHE AL & o
THEDENLH, LEIZSUT, DBRIIEIVEE, R
B, SEinEESE, FrAaRHES, SHICHRETHhN
XE, EREVSTETHORY T —%, B,



EHHERIOS I 7 S, F— 4 & L CHEEMFIED S
DTEHSR A LIRS N TV, BB ED, &
IZHEMFHIERR T E BY) T IR 5 2 813, JFH
WCRYITH L. TEERZHELED S OfEHRFE ML, FEO5R
BoOZW 4 EEEREREOILRIRE 7217 TIEIA T TH 5.
BT oA & 30, WIREE, T REZ BT /3
=, AEIRE ORI, EFEORGBEIEIZ I
FIRET X 5 BH O LIREE, S ROITIRA S 2D
DREDOFRIZE R 508, MR R R T 2B %
Mtz &12b7zl), MRz s % BT %9 2 TOEH
BERE R HLVEDNH 5.

3.1.2

$3RY 2 O S

EEMIZH o QT E A7 ) v TNEE, HIRY
AZFHE T ThAH, BESNDEHLW LY AZIZOVTIE
MEVZHEIR L, Z UK § B IR EGOMME 2 LT 5 LED D
5. LT, BEEFECHE-WEL, BBIEPRA XA —
VEHTES LIRS, ERME BEW LT
IRFEBEDHED 5D L) IO 5.

) A7 FHIBA O TR A DI FER 2 ENTELD, B
TED D HE O LB ZHROFERE I BV TIE, modified
World Health Organization (WHO) 4348 *** % #A ¥
L, SHUTDODEOBIRE IR L 72258 - & &) T
boHEEZOLNL (FAM). [LVC] ) AZFHEO7-0
DAAT) X7, HRES BREORBEOHE R EH
FHEO®EG (EREOER) 281280, bHREOFEE
EBHLWZ DD LTz, DARETIEEFTERE OH
AR modified WHO 73 3TV A7 R ALiED T, EIC
J5 L, CARPREGII U 227 227 * (%K5), ZAHARA
JAZ 237 Y (R6) ZHMISEEDE, BAMIZ, X
JEWHEFCOY A7 PEETE S, Z2LC, &k BlT
DAEBREREIEZ KT 5 2 LT, TOEREiRE COE
HARERIED], VR Y T2 7 R OBEMICE LD
5N%. [77 A 1la]

F70, BUEZEOROERE & LT, BRINEZHLL & L7z the
registry on pregnancy and cardiac disease (ROPAC)*" %
1L & BIEFIE M 2@k L, FRGZ BT 5
MEHMEHRO AR ST, Fli4 OLHRIE, SHICEOREY
A7 BFEERNGEL72) A7 FHIRLE IR L L 725D
TRHLNTWE 2 §hbh, EREERDLATY
BHEIN R § 2 7o 513 (Fontan 47 ° 72 L), ik
MHAMAIZ SR ETHD, TORDPTHRHIATELRIE
FrdoWa (B LEHREKRIE [ASD] Offif ThiENR
PR AR *) OHETH 5. [L)V C]

3.2
IVERZ B DB EDMER

SR ERZEORAETIE, BERIILMEDIE) 95
Iy bEmn Y. LEREEE L AT ORISR —
ML WS B L H N E T DML H DS, ARG
ANCE TR E £ 2 2 DI L TV b 7280, RS - IF
IRAIZHEBOEILT LR ZZ B L oob, HAEAEL
TOERLEHEIIWNT, AN NEHRFETTHIEN
Lo, B, IR - HIEREO ) 2 2 13 0hs, Fnbist
ORFES Tl LML BT 2 2 2 03% .

3.2.1

4178, BEROLPTE

EIEOEETH- T, — kL bod, Wik bk
FTBIETRETH 5% LB E b OISR 7
5T ENHDHOIL, TATHBEPERIE2STIERL,
WRIA DIFRIRE - HE, HERD) A7 DBEARETH D,
IEBREL, T AICHEB TR WEEDT S V. ZOR
KD 120%, HAT AR - HEECE T 2% vt
)V T RS TBRNDTH S,

AR, R LERBOLHER, BEE LT,
Ao, ARFpiE, i, 2etsE1c2=dh
SN, UL, F7 7 — B BB/ T 8t
ZVERMLEETIE, HRBEEREHROME S m L
TrHELHL Y. F FT/—E0HLLMIIARD
HIEA %, FEF T/ — BRI GEETIE, 25
(RO LT &) 3MEEH LR TH A2, Fontan M4
RFT ) —UWERIEEETIE, HRERE LK
TARERE N TL D PO,

3.2.2

8w

DERBEZ L7 WHNORETE T AT LTINS
FEE AT, BB TOLBEORD K UL, B
HALEEEZLOHAIR, LHOBE LV LEREL D,
3SR BIZICE B EENTHEY, SRIFRBE, [
MIEOHAMRZ ED, BEAOZERIZAT T 2 MR b V2T
HbH. E1ZEISEEAT ) TESBROZLE).

3.2.3

BR /dsEiE / (RIR

DREEL, HERICOAERARNEIRER &2 b5 L7z
D, DEEDORESEALZDVTLIENHD. D20,
HER LIS DBHNTE, BRET) ZEDHEL WA
5. PEIELD EOLEEE S OLEOR AL, HIEER
30 E DD 20mADITH DS, T2, HERBA A
WIES DS, X DIEER - HEEICTF 2 5N 5 %Y. BB D

13
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CRBEE O - MEOBIG, FEIZHT 274 NI 4~

&4 modified WHO %= RLcBFODMEY A J5HTE (hHEIEEDAEZEENN)

modified WHO 48R XU A5 T — B{ADBIEREF

modified WHO 52X |

BMASET U R O DIEANTE L
BRI R I16L, B VFEEREN

BIEEIDEEMBINRIRAE, PDA, BB RE

B@FIREEIN% TH EMESTERMEDEER (ASD, VSD, PDA, FhEEiTE
MERE)

BREMDDED D WVIDERISINGE

modified WHO 5 Il (3EiRL CVEITNIFRIEELIF 575
(AYPZaV] )]

FRIEED ASD, VSD

Fallot PU#ME DPIEETTER

BMADEAERER Y A0 DERFEM

MIREZ T TIEODTEVD, BLDIREEIC KD WHO 73
FIVEFFEDCEEHD. ARUCEFIRODAOD Y
VIDRE MEOHBEE, ERERER D% EE
HE, D - EREBICERN DEFIMIRBHRENNE

BHATET. U R & DEEEM
AR 20 DRSS [FEAETNTORENR
modified WHO 5 Z Il ~ Il ({84« DIREEIC KB) BEOEDEHEEET
HCM
FHATET | 22 DR BCH® 2V FEARFDFEEE T WHO 238 | H IV DIt
FHATRR U R U DrhEE N Marfan fE#EE (KBIARILAEL)
KENMRZRFEH DO RBIES (KEIRE< 45 mm)
KENRARARIENT
modified WHO 25 Z IlI s (OPETE WHO 25X V)
KOREE
BHASEL- U R O DERFIEN

Fontan fifT#&

REEDF 7/ —CHLEE (F7 ./ —EDOEEICLD)

ZTODEHELIEREDRE

Marfan SEI&EE (KEDARZE 40~ 45 mm)

REIR—RFZH D REIRAEER (REIIRE 45 ~50 mm)

modified WHO 95X IV

EDHTHEVEFIET U R D

EDHTEVRFDEERRUR Y

~ RS~

MR UTe S AT HIRPIEZRF TAE. MiRDHE[ o
SN CETFD

mEREmEmE (WHVESRATH)

BEEFOERAIET (LVEF < 30%. NYHA DHEEEDEE I~V &)

BERADAMEDEEE S D EREEE T ORKE

SAEEAIE, ERMEOEAEREIRFTIRAE

Marfan EMREF (CREDRRE > 45 mm)

REWR—SRF7ZH DO REPRARER (RBIARE> 50 mm)

RMEEDEERBIIREAE

ASD : DEHRIIE, HOM : BERZUDENLE, LVEF @ AEERHIE, PDA : BiikERfF. VSD  DEFRRXIIE

(Thorne S, et al. 2006*®, Regitz-Zagrosek V, et al. 2011% #&E(c &)

Wad, REED LTI, BRENDI T3 TE R WGE
DdDH. 512, FHPRM, OAE TR S L5 HEE
RABED, MR 5 2 —RFETIE, Bk
IRIEDFEFN % B2 H ) T ez, 41 - 7%
FEHOWEZZET 5 e, PEEND EOCEBETD, Eikn
TFELERLOILRET LR, $/2, LEEFD D
B, AR BRI AN WIS B W 2,

3.3
kg / ik
BN BT POEHA AL BRI, HEMRE )

ANHDERZONWTEZ L W) FEL VD 2 EII3HGR
WHL0H LNz, LirL, BEOY A7 E2ZE LY
A BILIENET LV, HEVIFHERTE R VERSR
JRREDEIES B 2 L 13D TH 5.

OAEERFZICBITAERO) A7 Miz 2 5L .,
Za—a3—=27.00ERE (NYHA) O UHEERE S HV S
HTENLN (R, MBHRELEEZEZSNTVA I
FELUTClE, IEIR - MEEDSHTRECTH B 2 DL WS, Zi
TLRTHDASNL DT, NYHA UMEEES IO A TF
BEHEEL, MR E Tyl Tchs. He
DIFREZ LoD LR LT, VAZZHRETL, BELE



&5 CARPREG I URH X7 (bHhEIHEEDAEZEMN)

F1E

VRO A7 EBEDMEA N hFEESR

BRFAET = —
FRAIDDMEA Rk (DF2, POE, IR, iR 3 URIAI7E *ﬂﬁ&ﬁi@;&é
NYHA DHEEEDE I EFTIE IV E, BDVIEF 7/ —E (SpO. < 90%) 3 .y 59
il BT 3 5 8%
EDERAEET (LVEF < 40%) *' 2 3 15%
BEAERABRG V(A *2 2 . 00— 5%
MR MEDE 6 2 5LLE 40~ 45%
BERREBDE 2
=2ED Aortoparthy 2
BEISEEN AZR(TTLVIELVRE 1
FIREHBDR L HEN B 1

TDBAEDEDSE (ELICHCM, HREVDERE. BEEHDAAE)

" DEBERAE CRIEREMAOERE <2 om’. ABIRFOERE <1.5 cm’, BALE

TRHESEESE > 30 mmHg
(Silversides CK, et al. 20187 EHBE(C{ER)

&6 ZAHARA UZXIRI7 (bHEMEDOATZEN)

BEDIEA XY FOBRET 2
(EE(L)
REARDELE 15
SRR DRI AT 15
NYHA DS54 Il Tl V & 0.75
TR 25
SEEEEAYT (ASELLD) 0.75
WEEEEAET (PSELLL) 0.75
e 4.5
F7— MR (EEHaTEERDT) 10

* YR ERAEERE > 50 mmHg B
AERAOERE< 1.0 cm?
(Drenthen W, et al. 2010°” & (| {ER)

WILH T LUENDH 5. Perloff & Koos 1, FHASEL (L
I~ 1EET04%, 11~V EET6.8%, IKEFRTHIZIV
FET 30% L85 L5 @,

RO B 2 TR ET 5, &5 \0ITHREY #T 5
L EEND LS - RREL LT, RBIIRT D
OBBHIFTHNE Y Zisid, BHE - JREE IR
RN S AT, HAROMFSTR L EEA T R % A A
TR E DO TEWEEZONL, TRAHHL 223
G, LAV E o TR 3395 2 &LV, ik
BT AHAICE, BV AT EHGIEZ72) 2T,
WEERES - EHOL LR E T 51307,

DR A7 EBFDIMEA N MFER

URHRI7ME EHADIDIMEA N hFdER

0~0.50 2.9%
0.51~1.5 7.5%
1.561~2.5 17.5%
2.51~3.5 43.1%

> 3.51 70.0%

R 7 NYHA D#gESE

DREN'D DN, BEEEICHIRIEL, BEDHIE
TIERTEU

DREDH D, SHEHHBREICHREND, BF
DHECTAERSD D

DRENSD, BHEENE L HREIND, BF
IAROFHIECIEIRS D

DREDHD, INCOSEEH CTIERNTIRT .
ZEICHIERD DD, HIECERTD

(Criteria Committee of the New York Heart Association. 1964 & ¥ {E%)

15
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CRBEE O - MEOBIG, FEIZHT 274 NI 4~

K8 HROBICBEFIRZEETD, HHVIIHTIRERIS
DT EHELETNDRR

o fIESINELE (Eisenmenger fEIRES)

o IR (KREBIRFBEIETIEIE> 40~ 50 mmHg)
o A2 (NYHA DWEEED B I~ IV E, LVEF < 35~40%)
o Marfan fEf&E¥ (AT ARBIARINGREAE > 40 mm)

o HEtHFT

o F7/—BHIEE (SpO. < 85%)

(Therrien J, et al. 2001°°, Therrien J, et al. 2001°”, Therrien J, et al. 2001
KWER)

3.4

EHEE

WAL SHEC O IR AW REEA D 5. AL T
IR - PRSI b 2, FERRHARNEICb AL S
v, R ENTIT) doTid v, FLT, Ik
TELLDTII W

BUED &9 BN OMHEBIO SR8 S Cw a4t
EZBWT, BILIZETA A ) T TH oL EE
Rz, BHED) 27K BRI Z ST D &
ATETHY, I vy TEITIANDDLCEZTHAD
AREIEZICE SbNankn) 2 THD.

WL AT DD, IR - MEERET 2 5061E, vwo
TR 57, BRI BOREZ AT S50, HIR-
HEZ ATSE L% E, T OEE SR L AR ks
PIET 5.

7B, Thorne 51, LEBEEOITUR - HED) A7 %
4BEBEIC 7 T AEL TV Y. £72, WHO IE, & 5%
TEEDS, & AEBAH LS L CHEAE LTV A PG E
QBRI T AGHELTWD, IO T ALY,
EOREBOTNMEI LT, EOBILEZIERT 2HBED
I AMET A ENTES.

3.4.1

BT EDEIR

RAARIE S & LT, IVEREERIC L D RANEAN 58 .
HROWEEMEZE T O & LT, TEAM TR, (KA
s, N T ERS L. F2, = =0l
e LT, MERRICLARARNEM R TV F— 2087
EWdH. FNEIUIRE, RAEADD L7290, #EHIC
BE 2R, 2 3 B 1. MIcRESD.

3.4.2

EILEICDOWT, EEEHISERETSHEH

PTos5HEHBIZOWTERT 3.

O R fE e SN TV BEED B WIIREN TG
@ BEHHESTEA BN D

@ BIEDRLE, NRFUMINLRIEILELT, &5

LAED L
@ BT L BEEOIREN L ET LW MDD 5

VARFEVR
® KM BIRfitaz ETINT 7Y YR EHLTW S D

FEVN

3.4.3

EIEEICDOWT, NS E, SERET HEHE

VT 6HHIZOWTEET .
© s
@ BEIED RIS, RISOYEIIEE o72/8— M —DFf

1, WO TEOH
@ EEDREE
OF VN =3
& Ay, BT D EEEM & Ol
® BFAEDOTLELDH, WRHGLTLTLLO¥

3.5

BinhootUYd

DEEBREOIEIZ BT, OEBOBTFH O K
LOTREM R &, BIZFA R % IEME (B2 2 LB D
D, Bfzhy ) S OEERIIMEL TS, EEmIY
YRV TEITICH Iz TIE, REEAAOBEHTIEME
DUTE, bR T WIS RHHOFER, REFEE~OR
[, SO NTEMOTMEBOMT R Y, AR AMEIZE
G35 2HR~OBEELRMNEATRROONG. T2, #Hn
N )y TTE, 74TV GlEshT R VTR
ZFAHN) OBBRELXFLETL20TIE R GHERMY),
BERUGEOTFIT %3 588 CHRMEE) »kobhs.
Z070, CIRINERBOBEA Y »2) v 7L, #Eins
LIRS - RO T D EERE L, Aok
7 DIBE AT % FZOT BRI Ly k) v
HUZ LS THDONAZENLET LW, k) oy
HYF IR 5T L OERTH L LENL WD, L%
MR EOBIRIH I 7-FME & O-45 7 830 A ] R
Thb. Fz, FlRRE BT REEEREZ AL
NSRRI, AR ECHE R EDOAED
%<, MR ER L -m R, BLOHE - BEE -
V=X V=N — T EDF— 8= VElJETOSAD
BCTHD.

WIEH Y o) 7 OERN, B 10 #E0RE
L7 [RIZFBREICET 204 K74~ (2003)]7, H
REFZRD [EIRICBT BBIZERE - SN2
ARIA4> 0117, 72 CEBRERICBIT LHEE
) 7OSFESEREENL, ARERBFERO



LIRS BB 2Bk L ESah T k) »
BT BHA T4 > Q011 FEHETHD) ™ (2 ERIASEE
WENTVWELDTERENTZ W,

3.5.1

EENER

DAENI BT 2R CEED AL EE RO
1.06% TH Y| HEWRIETCOERE Y 74 25 KR EO 4
PTIED - & QHENE . TORRIZ L B2HRIL, Gt
HEE (82%) REIATIH (4.7%) 7 L OBMEERIZL
% b DN EHEDOR) 12.9%, FHEOELEE, KNEG:, f#
DR T2 EBEE (DH9) ZERICL 20 DH70.5% TH D,
D D 86.7% (IR AHDO LN T-#Efn (% DKL
PR ICEBEHESNTVDE ™, HRHI A Y T VEEED
A TUHHTE LR MEIEBIZ—HTHY, RPEIIHENT
DIRETCIK, HRDIEE - 56F, IEIZPE ) BRI
Lo TRBBIZT OB G-OREN A S, REROLH
LR DD TNE T EDPHL A > TE T,
—F, EEDT ) AEF R LB TUE YT A% v
REAETZOHET LWIEICED, &L odaMe Rk
NEBOELEETHPHOE N> TE . ToRFENR
FRE, BHEMBIORBEETEZR 9 IIRT ™. %
P DOERRIE IR - MBI AREMSICBE LT, &
2 B HE LR BB ORREE SIS 720,

3.5.2

BIRERA
FERMERORKE LT, HRPOIEEB L ORAED
BREERLEETH L (R10)™. HFEOBREILED
VSD, Fallot TU#E, ASD, 5&4 KIEEENLAEDIFEHED
fERREATFCTH B LD, HFOHIEIZ IR E L
PEABBYEMET IV 3 — WIEBEREOFEIE L BE 5 5 C & 3ss
ENTWBE ™Y F HIRFHIOEE 7 AL A &G %,
MAEED T > PO — VAR 2R RS fElRREFTh 5
oo &gt 7 < b — F A (systemic lupus
erythematosus: SLE) %Y = —7 L VEGEHICEER L /24
IHTIE, PUSSA, HLSSB PUAAKENREEMIZEEAT L TIEIC
BERETOy I PRETLIENDY, HREELTLE
BETOY 7B TCOBMBANDAT O RG0SR S
TWwA Y o) N UREETI, RBZET S
ERREDH Y, WIRFDASOE T 2=V T I = RIZLS
IV PO—VALEE LY, 72 JRIBICERM R
ELLTUBRUOSHLEMELT, TrT7F IV,
YA Y MY R T Y F AR S TW
2708 HREASEIT A Y8 I 2 OBAE b AR
B LROERAH Y, ¥ I A OBFERUL GRS
DT EREEE & & DI, RS, 0, Mo fE

&7 Y HIROERENAAL TS E, WIZ VSD 7%
EOULMERE % X 72§70, AHNOEROTMD % &
T3, BHEOHEEA~OBEE D, BICESEK
HIE, e RIMEERAE, EIRRAE 2 &S S E 4%
KU EEE L7253

3.5.3

BEEHICHOSNDILEMHES -
a. TXMOERE

TR EBEDE CIZZHTFHEIZEEZOSNTED, A
FVEERERIIZ D W EDIEA D%V, Ll
TR R OB LA TN L T2 B, R
BB R THEAE L, —MRICHRT3 ~5fEEz
LNTVWAE ™ S512, BEAERIELLEEDOSAR,
SCBD R GRETH L6 L0 2 L EEw. 2oz
O, DRBE AT AL, IR 18 ~ 20812, BEIEO
TO—FEAY )~V T ERZT LI DRSNS Y

AR, SERM R OIRR L 7 255 < OB T-REDS
LMo T 5D (R9), HRMGERELET LUl
DY h, FHANOFFE R R 2 B R R A 2B
T AR RS 2 D EETH L. 200, 3
HAITH72 R RER (MBS, 7w - JEEOHE) O
BEHCE, WOk % Bb 5 BRIt Lo,
EAFHTHHY .

22q11.2 ROEMHE, Marfan JEB#E, Holt—Oram JEf%
#, Noonan JEMEHRE, Alagille JEFHE, Williams FEMERE X
BEREEAE L), BWORET 2HERIL 50% Th .

22q11.2 RIGEBERAZ, R OB TIZ21 PV I—
WZRWT 2 HFBIZE L, MEEBIIRECIERERE (REIRS
BEWD, WREIIRE EE, Fallot VURGE, FHBMIREASE, K
BIRSET) OGHHENEWRAERETHL. KiEN
THEEEIZESH Y, H—HARIDE IR B W TEIR
AEL, BOBEIERAHIL 2 WIEED %\, BUZEE
DU, SRS, R OEHE, BEORMISE
7 EDFRO SN LA, 22q11.2 DRERHETH S
ZEDEEDNG. ED10, MRS LERER 72 &0
BRI Y L 2 RBDORER, RIEROD L HTHD
AL, MoRBELZFUT 2 2T, BRI
ﬁﬁﬁ’(})% 72,85).

Marfan JEFEREL, A GVt~ M) v 7 R) B
HHRRROBEMRE T, TORMBIZLYZHI SN,
HREAEE R TH DD, 25% ILEEMATEH ST,
IR THIE L 72 Z 25N TWB ™. 15 Fgetafh b
(15q21) ®7 147 ¥ 1#@f5F (FBNI) DEAT, %
B3 1,000 DL EHRE SN TEBY, ZRENOERIIFRR
HEE BT H 5.

BEFRR
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CHEBBE ORI - MO, BRI A4 FIA ¥

K9 BELEFERDSLUREBFAERRCLDIRRNEEXREOERSR

DMERER

R EREIRRZE, MBI IR,

IDMERUSNDRETEY

FrighE

o s BBt o, BRSRER, WBHREE |JAGT (jagged-1) |20p12
Alagille FE1REF Fallot TO#AE. VSD, ASD., AEIRBE | o emr oo o gz
WREEY, AL, =~ .
z =375 DA =
Barth fEI&EEE DCM, EE@=LES RUTFRHES s TAZ (Tafazzin) Xq28
FEOVERR, RERERES, TR, AT, BNER., I\BE -
Cat-Eye fEREF DGCR g;p:iazlon
VSD. ASD BEmMES art
o Wk, BRILEY FSERNE
N Fallot MEYE, EEHRKIE, BB MBS I T T s T CHD7 8q12.1
CrRACE TS Ebstein &, 522 AMESR{ ﬁ’ﬁigﬁ;l?‘?E{&H/’ﬁH“xﬁ” % | sevase 7g21.11
B, BETEE
- ) ERRE, RERSEE i
= 4718 =)
Down 712t BT, VSD. ASD. BETH | e g smEmiuE H8. T | Mtk Trisorny 21
a7 RISIEEE T, FEERET, B
i)z
TngiI%”X DEFE. IRCETES, EEMRE | EEErER DMD (Dystrophin) | Xp21.2
o _ | FENRSEL. B2, BEH)
hJV=—18 VSD. PDA. ABER—:H. MBI | s smmme mm@mzess | Mutiple Trisomy 18
el W EOEED, HREET
COL5A1, A2 (1.1l 9034.2-g34.3,
Ehlers-Danlos e 5 | {28050, =2nhi, ABIRIA, | REORESEY, HEEMmEEE & |5 2431
B RUEIIREE, ASD THm, SekE S8 COL3AT (VE) | 2031
PLOD (IV#Y) 1p36.3
Ellis-Van Creveld _ e TUZfSHE, S8, MUK, 8%
e B4 ASD, BEFEIE i Eve 4p16
Z7 i B ot
DR, DHEE, HEsEETe, | Laam ARRE. BANER
Fabry FERA, D RER, Sompr | Db BTE MMEES SR GAL Xq22.1
~ ' ' ' BB, BNRE, B, BB HTY | (a-galactosidase) '
DAE
7. #EE
Friedreich SKERAE IDEREE, RIBCEREE EITHRE, BERIKT FRDA (Frataxin) 9913
s PSRN, AR, NBE T
Goldenhar FEIRE! \!%SDASF;DA' Fallot PUUE. REINE | eoprore gthm BRIRGINE ERZ | Unknown Unknown
: =
i e X0126.2,
B0E, BLE, HEBREFO, ) | Kartagener EE1REE | BUARE, W |ZIC3, LEFTY2, 3022-021.3
PURRISE TR BE WREASH, AN, BEETRE | B SETIEE, HE CFCT. 122f"
RS vemark FEIRRE | fIRE/ SBE | ACVR2B £2{{
\ ASD, VSD. FIMGEERES (FAith | BERRRSE (FERE Bo~%2
HOI=OramAERSE | 1 =y, ) SIEE). R TBX5 12q24.1
SARABRS, BUISBER, 818
e \ R (BEE, WRERE), kS
INEVAT A VERAE | MASEMIE, KBIIRILA HELL REEE MR S MTHFR 1p36.3
BT
SRR, WRNER, T |
N _ ) y BELN, HEEN RAEEE #
\ | gy = PN =] 3 0
Hurler AE{&EF DEE, BEABKIUFAFRETE B EEE SLAE SEE &f:ridése) 4p16.3




K9 BILFEESIUREFRRBCKIDIRRNLEERELEE (FE)

Jacobsen EI&EE

DMERER

ELMEER, ASD, VSD

IDMERUSNDREEY

BFHRESFHEET BSRER, EE
RIENDZEF (FBRLERET)

BARX2

F1E

Deletion 11925

Jervell-Lange-
Nielsen E1&EE

QT IERIEIREE

KCNQ1 KCNET

11p15.5
21g22.1-g22.2

REPIRAERE, KRBEWR_KFT. BIER
B, VSD, FhEDERIRAE, KBIARIRAE,

BRER, HBHERRBER KB

. ASD. VSD

Kabuki JExEF IR Fallot TOAUE, B0 ‘%gﬁzﬁﬁiﬁii gé?;fﬂﬁig%;ﬁ B& | Unknown Sporadic
MAMEAERS, AMNESR PIPIARE S, AHRAIED, RS
120241,
: e e LHREERF, IREFMEE SB2ERE |PTPNT1. KRAS 12p12.1
LEOPARD fiEf&#s g, BE=E_JOwvZ, HCM o EEEE REEE M SOS7. RAF1 2022-p21,
3p25
KBIREA, BEABEALS, WIBH | BHE KEEHO, TR Sk | L 156211
Marfan JERE i, KEARSRILR, RBIEATII | B SR R, sEwRE |0 ) 9933-q34,
B, BRI, MEMRRERTS | BSO8R EVER : 3p24.
oo B RS REEE, R, /) oo,
NA?RP;EE{EEL% HCM Mgzl I TESE, FHESRIE | mitochrondrial loci drial DNA
T, iR
: s =AOO—-XR, A /KR, mitochron-
MERRF fE{RA¢ DHIE gpeEET, AR gas MK drial DNA
BRI RO | AIRCERES, DEE RIERDEY | HRE HoM GRE BB 190132
Jq— S = DMPK. ZNF9 3q13.3
N N 12924 .1,
B ESE TEW BE
Noonan TR RRENRICE, HOM, ASD oM, Rl TE, mumEr, mop |CVTT KRAS. 1 12p12.1,
LAk B2 i SOS1. RAF1 2p22-p21,
AhaER
3p25
. y BIESSE, SREF, HE Sek
= SR N o
B M %Eﬁﬁm'*QW#%ixé’*g] B TEOBSBERBIVER. M | o 1ot s
EEE, EREn et
BHRBESR 2MMEE /)T
FUYE=18 VSD, PDA, ASD fE, AUEESMERL HER, ENZERE, |Multiple Trisomy 13
EORTREE S0
s I e e — - AXRERHRESE, HAOET, FFE |GAA (Lysosomal
Pompe 7@ J1) =5 VERICKDIDERER X B= Alpha-Glucosidase) 17925
_ -~ FEEE, ERES S R
N SOOI | i, OGRS | . SRR LWL, w0 O 1ep1a3
Moo, E5E, ELUEEE 9P
ENFRES BB TEEAER
Treacher-Collins fiE 2, EEEAALE, RSB, @ | TCOF1 (Treacle
Rat VSD. PDA.ASD AITIRREE, (5%, %EPE | protein) 5q32
e cE EENSREE 5 .
L DRSS (B, R M, ADTAUH, BE(L B gggﬁiﬁgﬁ B
BE ERREER BB pls.
. s e | ESE RRE BRI, EERO .
Turner FEIRRE RENREERE, KBRS DB | e memmms BRmEE | Mutie Unisomy X (45.

X)
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K9 BLEFEEDIUREREEICLIRARNEEXREEER (FiE)

IDMERER

IDMERUSNDRETEY

BRORS, M SERNE 8
VACTERL E& VSD, ASD. PDA BEEMN, TEORS, BwWReD | Numerous loci Unknown
=

e B R, SRR
000112 Rkl | JSDONREL, EEITEER:. MENREA Ziﬁﬁﬁﬁﬁiﬁﬂigggig
: SRS Fallot P, BRIKENRS, | = DR BT EREE | TeX1. UFDIL del 229112
B Sl . EALYDAME, SR
. ol AT, EISEER, M/MTRAE
EUREEL, R, 0
N | mese, BALYOLAIE K
Willams JE1RE: gﬁgggﬁﬁ'iggggggﬁi TRE, BRMRMEE 5N |ELN (Eastn) 7911.23
: : B FEETE PEEE BHR
s

(KARIERZETF. 200379, FAREBZETF. 200777, s, 20057, Children’s Hospital Boston.””, Pierpont ME, et al. 2007 & Y {£)

®10 FEXRMEBOERTHERFERERF

FERMEREBDHEE (%) BHIFRE

ESFHEERF
7ZIL3—=)L 40 VSD, PDA, ASD
PIITII=ZY 10 VSD, PDA, ASD, ST KIMEERL
YA 2~5 I w15 =wNe T e
NUX&IF 15~30 SR AMEER, Falot UEYE, LIMEFREREE
UFDI L 5 Ebstein 5, =5FE3#H, ASD
UF /AR 15~20 VSD, ASD, PDA
HRILEY 2~4 VSD, REeAIMEERR, Fallot TUEIE
U RYA R 5~10 Fallot PU#E, VSD, ASD
=20
Rz 35 FAEEATEIIREAR, PDA, VSD, ASD
BINEE
PERIR 3~5 (30~50) MisiREEES, VSD, DIEX
=T 40 EXJOvY
T 1)U NUEREE 25~100 Fallot FUEEE, VSD, ASD

(BARBBRRFES. 2017 &Y)

20

I, MRgAb~ b))y 7 ADBEHAEHREE YA N
1, WREEERGERT f (TGF-f) O 1RBLO TR
FARDBE T2 X B Marfan JEEREDSHRG Sz, &
{2F 1% Marfan fiE B HE3E#% 5 . CTd 5 Loyes—Dietz fiE 5
HORKEMET THAHZELRENTVE, BIZTERD
AERAIC & 2 5 TR B AR R S R T 543, Rl
B2ITH ) A CHHGIEREHEL AR R 5.

b. ¥R OEHE

JERFLLHE (HCM) D) 50% 25 G fon fho i 5 1 i
FEIZ LB RRBEAHO SN S Y FHEMEHCM T, #
50 ~ 60% CTHEMLTEENHASL IR >TWD, HCM T
X, INFTITARCED 10D VI AT (BH) #ifx
TaPLELT, 900 DL EDZERER S HE I N TV D

E1)*Y. 20nrTIE, LI+ ES (MHY?)
TOERIH 20%, L FER=Y T (INNT2), BL
DRI 4T UG C (MYBPC3) TOEBRNFNZEN
#110% THY, s 32005 FEMEHCM O FEE 25
KE(ETERo>T\wh, F72, MYH7 BX U MYBPC3 ®
LG TR OREEDSH , TNNT2 OZEELITIEER
DOREFEIZFINAS, IR L, Feseiy 8 & 0 Jik
MCRATS 5. IZEFIO HCM BT h, #15% ICER
RO LA LT HCM IZE S B RE 2 7R% 35
BELT ZLOERBOBFEHEBIZFOHSNIIR>TE
72. Pompe i (a 1,4-7 V33 ¥ —+¥/K4H), Danon i
() vV — AEEF/RIBIE), Fabry % (a-7927 o5 —
YA RIBIE), AMP {HELEA T F—EERER & Tl



F1E

N
Hesm

x11 EREOHEOKRERREGT

=] BIEF b= (v = BHIFRIFR
DHB=A > EH MYH7 AD HCM, DCM, RCM, EZE@EbES
DERORZVT TNNT2 AD HCM, DCM, RCM
a-hOR=AY TPM1 AD HCM, DCM
IV r=r-=10} MYBPC3 AD HCM, DCM
DEBI= A RERE MYL3 AD HCM
IDER= 42 RS MyL2 AD HCM
D RORZ | TNNI3 AD HCM, DCM. RCM
DEa-7oOF ACTC AD HCM, DCM, EZ=@ZE(LESE
BAF [ ARTF TTN AD HCM, DCM
DE ROR=Z> C TNNC1 AD HCM. DCM
Q- =74 EH MYH6 AD HCM
# LIM &H /MLP CSRP3 AD HCM. DCM
alav D¢} CAV3 AD HCM
XYEFaUY VCL AD HCM. DCM
IO T U2 JPH-2 AD HCM
AITRFaUY OBSCN AD HCM
TARAIY DES AD DCM, RCM, =7/ {F—
a-7oOFZY ACTN2 AD DCM
YA 7—, ZASP LDB3 AD DCM. EZEHEHE(LES
IRARS )\ PLB AD DCM, HCM
Kare F ¥ R)U ABCC9 AD DCM
DV Na F v ==JU SCN5A AD DCM
aB-gUR& U CRYAB AD DCM, HCM
FHL2 FHL2 AD DCM
S=Za4 LMNA4 AD DCM
SATFITA4Y MYPN XR DCM
IANOTAaY DMD XR DCM. #52 A hO7 «— (Duchenne, Becker)
= A/C LMNA AD DCM, EZE@ELEE, B A MO T+« — (Emery-Dreifuss)
o-ILaJdUARY SAGD AD DCM, Y ~O7T«— (limb girdle)
IXUY EMD XR DCM
5772 /G445 TAZ XR EE#Z{LES, DCM. Borth &
JOF FKTN XR DCM
TAETSFY DSP AR ARVC/D, DCM
753708V JUP AR, AD ARVC/D, DCM
JZ>374U2 PKP2 AD ARVC/D
TGF-8 3 TGFB3 AD ARVC/D
U7 I ZHE2 RYR2 AD ARVC/D
TAEILA3 DSG3 AD ARVC/D
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=11 EIEHIHEDEEREETTF (RE)
=] BLF b= {5 BHERIFE
a-F«AKOTLEY DTNA AD EE#EES
’;'\Téﬁmtju 7T prkace AD | HOM, WPW fEiRE
a-ASH hvI—BA GLA XR | Fabry ¥
al14- )35 —t GAA AR Pompe /&
UVY—LEEH2 LAMP2 XR Danon &

AD : BABAREMNER, AR BRBASIEER, XR XEBHASHER, HCM : IEXZULDENE, DCM : IRRELDAE, RCM @ 53R
BUDERRE, ARVC/D : NEEIRIF 4G DEHE
(BABEEREFS. 2012%9, Kimura A, etal. 2010 %, Landstrom AP, et al. 2010°®, Watkin H, et al. 2011%”, Bos MJ, et al. 2009 *, Kimura A, et al.

22

2008°”, Arad M, etal.2005°?, Kamisago M, et al. 2000%” & ¥ {E%)

ORI BB 360192
PLERFLOAE (DCM) ORENFESE L HCM IZ AT
L7, K30% ESNTWE, RREETFELTE, a7
gF=, TAIY, IAF Y, YAMATA L, L
AR L3S 5 T IR TR RO 5B 2
EDL A, HCM RIBEICH L I XA T AR HE SN Tw»
% SO0 (1), AEEMRIEEA SR OE, BRI
DEICET A 0EREIRE FERE L, RS0
DB OO, Bk & MR TR E o RN
RTIHRETHA, BETFRFELLT #30% OREHIC
7537 41) 2 (PKP2) 7, F/-20Mic, TAETST
Xy, Tyaruvy, Iaz4)r, VT IIVURE
£-2, TGF-f3 7 £ D@5 T EBAHE ST B ™
b RYTLEHRER, SR TICBITLAT A
F—EREICEOVWTHERISNLEI NI Y RY T
D7%HT, HCM, DCM, HRELOHE, RIMIRERE 2
EOEEEE LR R RENEHETH 5. —
B2 b3y RYTHECIE, ARk s ChEhE e 58 E
T, R BEERIE), MR, LT Y F—Y A%
EDEFERDBARLNDLZ DL, I hay B 70
FEIXTERERE RS 2 DS, IERORE R R4 5
PRI END Z LD, BIZFNLEEDS LI TH 5.
INHTRTOFEELHEBRIZBWTE, HIRICHED
TERBREOZALIZ L N EL A2 RMEBLRE~DY 27 %+
FICEAT A LB, BAOEBOMDELICKET % HE
ERTESRE ST 2% ED D L. B, S TARY
BLAEDPBIIEL 2 WHIR, ERIGE OMES D WE
b4, BIZTFZWOHEICIIEELZ BT 25605 5.
c. BIGHAREIR

ZEHRIED RN & 70 Bt (mlE QT iR (LQT) JEMRHE, 7
T 37 I VIHERLTMGES, Brugada SEGERE, HEATH
CRAZE R, R RN SR, KR!k LB

B, QT EHEMREIZ: & CREETEEDSHS LT
w5 (828 6. NERESMOZ &) 7 (R 12).

QT IERAEMBEREL, R ESAS NI OEN QT
BfR2SIER L, (LR La B A 6 i B L U235t
WCELWREOD LB TH L. FROEELEED
Romano—Ward JEfEH#E & Geta R P (n CHEE % 1 5
Jervelle & Lange—Nielsen JEEREIC KIS TV 5, AR
FTIE, BV TLABLIOF M) Y AT v AVEETF T L
ELC LQTI-LQTI3 £ THMENTEBY, 300 L ko
BEFREDHE SN TWD 1 ZolEIE, LQTI (%
40%), LQT2 (930 ~40%), LQT3 () 10%) &SN T
BY, LQTI ~ LQT3 TEEDHK 90% % (5 5. —HlZ
LQT1 (FEEyh e kik s, LQT2 TR ORE &g
(HEF LEEZ2 L) 1250, LQT3 TILLEHES L OMEIR
LA R M ERIT. B F2cEOWE) 273
DT REME S, LQT % 1 7D iGH#E 74 0 BN AL X
nTwa 102,103).

Brugada fEBEREL, HRIWEFEGER (Vi-Vs) 12T
H 70y 7 B OERETE & FEBN % ST ES- (coved
H1F 7213 saddle back #) %#PES, HEFRMICEWERENE
LEMBIOIEBER ChH L. HEHELEFELTTMI YA
Fy a7 L=y b (SCN5A) OEFEH 15 ~25% 12
WEENTWE Y,

HT AT I VFRLEOERAL, FESHFENICE
TR BRSSO T B AR LS B S el R0 22
RALE ST REERECH Y, (LA Mtk ) 7T v
ZHAE (RyR2) DRBIZTEEAHE SN TS,

AR NRE B DN IRIGHR D FEM I & OV IA B B
B OB DOWTIE, HAERZGYS [HIEAEENR
DHBRBTHHA R4 > 2017 F£%ETH) 'Y 2B
SNz, IS T RTOBMREAEREEICBNTY,
TR FHMEB L OEAD ) 227 24 IC3ili$ 5 & &



xR 12 TBREEICHSNDEGTFER

I

Romano-Ward fiE{REE

LQT1 KCNQ1 11p15.5
LQT2 KCNH2 7035-36

LQT3 SCN5A 3p21-23

LQT4 ANK2 4025-27

LQT5 KCNET 21022.1-g22.2
LQT6 KCNE2 21022.1-022.2
LQT7 KCNJ2 179231

LQT8 CACNAT1C 12p13.3

LQT9 CAV3 3p25

LQT10 SCN4B 11023.3
LQT11 | AKAPY 7021-922
LQT12 SNTA1 20g11.2
LQT13 KCNJ5 11923.3-24.3
Jervell & Lange-Nielsen JE{&E

JLN1 KCNQ1 (homozygous) 11p15.5

JLN2 KCNET (homozygous) 21022.1-g22.2
Brugada fE{&E#

BrS1 SCN5A 3p21-24

Brs2 CACNA1C 12p138.3

BrS3 CACNB2 10p12.33
Brs4 GPD1-L 3p21

BrS5 SCN1B 199131

Brs6 KCNE3 11g13-g14
AT IS5 I UFERESHIEDERRA

RyR2 RyR2 1942-943

(Schimpf R, et al. 2009°”, Lehnart SE, et al. 2007 °®, Shimizu W, et al. 2008°”,
Priori SG, et al. 2001 & V) #Ez)

LI, WAOBEROE) KN S EENERE 7 v
Y ) OIS HVENSD.

3.6

DB EHIRIRE

IR OB I G WAL DHE Y, 7o & 2 IR H R
THoTh, k- WESCHBRICRAZ L, TH U
DR EDEL DT EDNL W, T2, HERIEL Wb
HRFZT 4 TN—R, HEHEI DL XIENL ) DIRRELR &,
R BR L X729 2 e b % 1,

TR CIRBOREL, RARICKAER A6HE D
BT ABE - Fli e &0 FRHIF S, thadinEE K

W BB EDPREREEBDON LR DfERE b H
gV F 72 ZORERI) O RERFR GIE
WRICEHER L T LA H 4. FEBIZIEI NS OFERDS
HEALL R, SHITUIREBOLEI R 2 2L I
IR - HEEIZxT T BB DR 720, RS KA B S O fa
HEND) A7 R, BB A7 NOARLRE L TWDH I L
DI 181 G fEl A S 1ZEDE) A2 R, &
LI AT B L TR HE T 580800 v
VTR LR TR S n e {hw. o
E, BEY - FEPoLERBEZ BN T, HYOEK
JBREIR, IR A7, BT, BB X7 OEHRR ED
FRHIEEAMENC E B JRNTH 528, AT E A
HEi e SN hb MM OB HHEEZHN
2 10N 2 ERFN RO ) A7 12OV T ERERR
BELEDFELAEVRZOZEITON TV RN EDL V0D
LR TH 2", FEMIZBIT 515 DR RED T
12, EEY - FEMICBWT, WEE (R, BEE B
RBIR O A M, WBEEOLEE), ML, PEATHE), e
PR— N ST A MR HRIEE L HEPLETDH
N E51z, IR MR, GBS A2 R Y AR
LS VETH D, MHURHT & DD DR 7% EDIEIRD
HHBETIE, FHORMEERLIEYH G217 2 L2k
D, EROWEZ KD VLENHSH. iU, BEEMIZR-
THhHIDL) ERTECHGEDMAETH L. HIEY
- 0 - EROLHUREEDEWNIZL Y, AL
BELH A F RIS ABESET Y,
BOBWRAGREL AR Y, FERE @ L THERY -
A EH 2R SR 572010, RERHITOF FE— 7%
EOREFELAHNTHA. MEIDD, HIRATAS, 5E
BERUTIRI 3§ A B2 R, FERPHYE & ATIRIZ O
THIREL, HMERDZOMIERTIZHERL TBL 2 et
EETHD.

3.7

RO RIAFRICSZAHREICDNT
EEE BT 2 EDTIR L7256, EOMIRDS R
FRICG 2 B BE L L 73RBS TR+
Ty ARG, FROmEsHL .

3.71

=37 52

TR - BRI X o TR O (BReAe) 25875
BHEMED D B 2 LR ERTWE Y. —J, FhE
BETHMELHEET S, BEDOL IS, IR - i
AR O FIIFEREIC G- 2 B B 2 2 R
/LAY
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3.7.2
Aortopathy

(5 2 # 4. Marfan JEfERE & Marfan JHPBEEZ SHEOZ L)
IA MO AIKEIRED T T — 7 2 R T AT VK
%P 5728, Marfan FEBFEREIZA SIS &9 7 KEIRIL
KaBTHEEDR - BHEIZE > TS HIZHEET 2158
PEASER XN T2 1", Marfan SEBEREOBECIE, HIE
BIZO KBRS SSIE T AW REME DSV S L iE S
T2 " Donnelly & (3 69 > Marfan 4 5 #E 0 1
2B 5 199 BIOHIRO M PR MET L, ERPICIEIE
TENRRY Marfan SEFERED BE I N, REIIREEAE 2120
KL EZ#EL TN Y. S5 6 FERD 7+ 10—
7y 7RSS, AR L 7 Ao 72 Marfan JEfERE T, K
BIREEIZ 36 mm 2°5 37 mm &E DT LRLITHo72D
VR, R L 72 Marfan JEEREClE, KEIIREEIL 35 mm
25 43 mm IR L T2 Z L2 s LT s 1. KE)
BREEAS 45 mm A4l O Marfan JEBERE T, OIME A X
MIRER D e ENTWAEDS, BHIEGTFRIZE 2
LRI S R ORI LETH 5.

3.7.3

BREENELEDRLEDEE

o5 RN % 520 T 72 R ISR RE T, AR - L
Lo TRLEE L TE A LEDORREAR S, =5 liji)s
BHE S LR DS B EAIWE ST B0,
Zentner 51305 MEEHM 2 520 72 K& S AIE B
FETR 5 SRR DA 2 ABE R 22 IRFE O B FE S IR AR A & 1L
BT A EHE LTS . 2o X RIS
DERRLEE T CIEERE - BB LT, R
BEERE R F AT b L IXEAL S 2 REMEA D 5 2
&R ST, HEURAT ORI X B A AT
BB RN & )R L ERREAR SIS BET
I, WEUR - HEELC XD OHEREDS S HIIKT 9 2 T REMEA S
5.

3.74

Fallot MU EfT#E

IR 122258 L 72 IRRECTd % Fallot WUBUAE T 4 & @
TR - HEERF ) A 2 1R D v e STW 588, B
FHRIZBET AIEHUIR 5T A. Kamiya 513 25 AD
Fallot TUBAERMT #4261 40 HETOMET 1TV, RIS HE
KRLUZALEZIIHEER 6 » AZRFH L TOHREL Lo
PrEHE LTV A Y T R - RIS & o THALE
BERIIILATHD00, LB SIS Lol
b b Fallot VUBEEMT 2 BIOIER - HEREBNIE %
<, AERERTAMI O A7 & 3 RNEEIRFE AN OWT L H L - 3F
ASETH 5

3.75

ZDft

DCM TLEMAEICT D& 5 M Cld, IR EARD OB
RED IR T RIS B R RIS L WG H 50817,
RAELHELH D KBRS O KYEAEIR % 25+
HZET, DEA N MEFEET AU RENEN R L b L
DD BT AR O A NV N 2R L 720
AP, HIREICOANRNY MR TLRD
EElEAS S B 12130

RS EM T I 2 552812 onwTlE, Tokes
VADGNWZ &R, EBEETAEEIIIEATELN
XTHAb.

4

BN RRELE

UEEABHTIR T, IR E PR D PR A F 22 (L
WZED, A - AR - AR ZERE R KEIIRAEEZ &
DIMESPHER IR T a2 5. EE, HAROBHME
TS X B L, ORI, FHMEREECRR O AL
&1 P RO 27 OEVIERITIE, FERHE,
TEERER 2 BT & 3 B IRRN, FRIEHE, Bk RAHE, BhERT
REEMS 2L E T AFBNE MM L OF— 412 L5,
MBI R BIR DL B TH 5 Y

TERAN R E BT SN T AAESITIE, HEIRRT A
YR TR ERBL, RS ORI AR RS
HIFE L, RO, A PRED 2\ IEiG O 72 HdEZ 2 -
Va—iE, BBIFER 1 EERE T2 RIEE 1248
PO 23 ERFTTIHA4ETE, 24 WA 5 35 8KFETIE2
H & 36 BMPEIE 1 T EDERERTH L. TEEEAR
L UCIEEREAEMIE L, 4 O LEROEREE, $4bb
FIREED Y 227 LAV (85 1 3 312 1R 2 7 37l 5
MoZ &) ICHELEBBIEDO ATV 2 — V& flATT
W —RICEFEEDS 5128, S IEmE % F H
ZHTHIENEL R, HROWREHIATH) T Lot
WEnb Thbb, R A7 OLEEREE (modified
WHO 7481, 1) OHIROSEL, 43 L oilmEs e
A BREIR D T 2 LIRS, F~FY A7 Dl
PEEEHE (modified WHO 434811, 111, 1V) OIERFITIL,
HA] 2 BB 2 T o Tl

FERHEE, MRPZIR B R SRR, BUED T3 7%
BN A TV, EBERBEMEOZZAEORIT S, 155
R EMETDEML, CEAOEEEII»PDLT, IR
A L 72 TR E e 72 12 K B IR K OV HE



REDEFHNR, LEMEHIiZ #2217, 2 LT, e
YEIZZORER TOIRBEFL, 5URi#E b &7 1R
RESBIRRFEOERITIIOWTHEIIRML T 4. IEEREHEYE
1%, BEEMARD Y A 3 v 7 RIFREBEELITHE L, &
LIS U7 R i N5,

AR OFEBRIMAE = OB RIS, DR TR
AEFREE T & ORI A EIMEREETIL, (O %
EIE LT\ SREROIRE T, TERR IS E OB A
Y— 27 %l 2 DR 20 ~ 30 WASELREH O .OAR OIS
B TH 5 (288 LAEEBHOZ L), EBRME
BRI, ORI OGBS 2 2 FmL, B o5t
FERRABE D LB 7 &2 AR5 (55 1 3 5. fbigrh
DOMATENREEE 2 SR Z &), FAlE LT, WEDZAL
MELZENTS, MZOREZEP LTl ~2:8121H
ET D05, S D DRI T R DA B E D A S L 72 8
BIIL, 2B AR E L, BB TEEEZ B
T 5.

IR OANEENRIZ, AR TR IR, iR
VIR VG BR AT & & O o3 I Ah W EE RN H 5.
T/, MERIFEEOBINC LY, AR A ) 7 A ME
ELRAHIRL L EENLETH L. #HEE, KLy —.0F
MLk & AT, &Y A7 AERE S 5

IR R BSF 7B SN DAL, ZORERE
IS L7 e T 5. BHREMIZhb 5 KB IRAE
B SMERAE AT, SR E B ERZ: & TIE, JRIBICAD
L Ot < el g Hl o - x50 7T
137 <, R - TEBREG R E ORI, BHREE
TRH 2 BEIRE - AT T A2 LN EhOTEET
5.

IR ET IR BB FA AL E U 4 72, modified
WHO 748 11 DLETHIUL, IERGBEMEO WDtk &
LTI~ 10, IV IZEMEE TOSMEATEE L Y,

—fIZ, R 0 AEZ TERORBEBIR KL L
MWD, —EOLEEE DO o TE, DL E
2725, QT IERIEMRE T, 5 h» 5% » A
DHWINIA XY N AT HE - &b < Y Marfan fiE
BEREIZ BT 2 B RB IR AEEEE, ERICOELRET
BUT 7 BRI WREIRGE - IR 2 S, O
RERCHREBIREPHEDOFEHNE 2V 5 5. B AZHERTIE,
FETR D RkRE L 7oA ISR ETH 5.

5.
¥R D M1 TENREEFh

TEAR - P TEERBIRED LIS LT, RHALIED
BIGH % RARO 57201218, IR LERT LT, HE
M b7zo TIRERBIREORHE 2179 2 LA T L,

5.1
MREERIRE
R O EIREIIE & FFS 5 5 2T, RO

O UEREE ERTLIEF ICHATH A, HIRIZES
PEBRBIREDZALIZAE, IEH M B W T O LIS IR
T OEIREIEANT S, MBI ONNNE KL, LR
SRR A S8 2 150 5 Y. FEEFELBEIE LML,
FEE U HE L 20 ~ 30% 843200 F70, AR
WAEED LTINS 5. —F, LEZIREL, HiREN
VAR FR B IR R E O E 9% (LEREII0) o s
A CUOBENUEIE) oOEx i, IREOTRETH S
E/A DIRTABEENTWEY. Lal, 1BEALDBE
INHOEALZIEFEEOHMPANTSH 5. 1Z012D, Tk
KEFEBEM 28RS, =529, BRI mo 038
WS, BEOFRICBWTH LIZLIEBIZEESN S, £
72, HURIZ & B T E ORI T REIRDSEHE S L, 4E
IRHINCIEHE R AN OMEE N THhAZ 0%
W B R A AR RO F = DI RIZ & 5 FREIRDIE
L, AR E TR S5, IREINC RS &, MEAL
TN 3 ENEE O ERD 2 . 207
O, EEMOMBN LA BEIBNIZMEER T2 232 2%
D (ORI AE GERE), = — sy, WBRE O
REZFOICHEIL, [0 ARLCMITE T HEEZE, &
N E ORI % T 5.
ORBABHTIRICBWV T, TIRIERT S 5 \WIZITIRIC X
HAGEBREALDS & 7280 C B D AT IR EA I S ) O FT-A & 47
VRIS, GDERTASRKIZIED IRIRES RIS HML,
& 5720 TIRBRBIRE DT 2479 Y. FFMIEE & L Tid,
LEOKRKE S ERREE £mpise - dioFEEfRE, =5
FE R BB AR A3 i A S HE e S A Bl i O 7F #E & f2
DR R EO—ENRIEB &, oA PHTRIRICE
1} % FFEBERFTIR°, Aortopathy JEBIIZ BT 5 KBYIREEH
ERE, A ORI LZHARHITHN .

YA 7 BB, BMEEROBHEE, LESL
TEOIHEBOFMALETH S, LATREIIRED 40
mm PL_EO Marfan JEEHEOEETIX, 2~ 4B T &1

25
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CRBEE O - MEOBIG, FEIZHT 274 NI 4~

AR L 2 KRBIIREDOEEAEFE Lk sn ™,
BRI R Ol AR L & 12, HE OB
2N L DM MR AL Td 5.

SRR, FEOERBIEFMILETH L. ERO
1 7 ARZIEEBIZST 5720, BELHITT S L0
KTHDH, R - 500 & B OIS RO AT 7 528 S
AEFRERE X Y LRI EER 1 ERI O RMASE R
Efilcdh 2720 B, BREEES U CRER b eI s
BSEPrUETH L. LIS, I OME S N> M2 A
B L72REGICIE, FEMRIEBMEIIO X ) BN A <> b
ARIELRT VI EAMONTEY 200 LT
55,

5.2

matwiRE (MskL > oY,
MENT—TIVIRE, CTRE)

JERAOTEIFR OB, #is T oI iREEUC
AT 5, MEIZPPDOT, WHERHFT, #WET
WEET 72 A kv, R IBEE <R AY 50 mGy ATl
INBS A DI OSSR OB E e e ENB. NEDBSAD
FERE) A7 0E, HRIEELD03% THHDIH L, 10
mGy T 0.4%, 50 mGy T 0.6% \ZHIN$ 5 & il Sn T
WA HIED L Z A, 100 mGy KiTIE, BHE X
DIRVROFER, TIRRREE, EREHOY A7 O
BWRKIIEOLNTBEL S, MIRPHEOIE S RBHIZR S
. BT EPSZITABBLZOREHEZR13 1S
ﬂ—‘_\‘,&— 49, 144)‘

—REZ, BB &S IR IE A S EEN 7 D PRS2 58
B3 DR T 713 ERIE, X ARSI R S,
X ME =25 NTHhIUR, HIREF LI ER T 5
CEWTRELE STV S, MHRO-DEY 77— T VIR E: - 16
JRICBIT DIEIROBIE CRIL, BHEBIECED 55570 172
ETHH FNTY, TELLRTIBEBHIZLEEZMST 72
DI, BHEEHOEMEIIV) T T 2L, RFTFOHIR
TANY DR, JEEER: SRS NS Y. F72 #E
IRFPISTEEIIROMEIGEDE L T 57080, RIEMEEIIR
B A7 DBENZ RIS TE .

P EhAR A St i o R EDAR MR EE 4 56 O 121, 52 CT
BMAZ1T). I— FREZHNT, TRIEOHRIR e
ERAITTIRESA RS SN TV DL, JBIE~OBIERI,
IHETOEZAFE ST 1,

5.3
MRI iR&E
HEARF O MRIARAEIE, BUSTHAENR P72 RS

xR 13 EMFEDSZIFIBKLZOIRRRE
fEsL >~ (2 ) 0.0005~0.01
R CT/ FMEES CT 0.01~0.66
BENROST 1.5%
Eﬁﬁ%)ﬁ—&yﬂay 3*
7I—23v

fEEB CT 1.3~35
BN CT 10~50

IEFEECIREKEICHESNSD, BHERIEKEDBELZ 575D 1
(Regitz-Zagrosek V, et al. 2011, Tremblay E, et al. 2012 'Y & ¥) E%%)

D, HIRPOHEM MRIRTEIZ LS, JRIB~OBENER S
BINF TRV L Liads, BE~OEBRME
(B - BEE - W7 E OB OFFIIZ OV TE b5 T
B, EAEFEIEEICIE, LERR TOlEITAMHE
BEND.
FOROFHER, AT R OIRE - iRER 7 &
T AR & A RS EE 7235 5058 5 28, (LK
MRI ML DL I REETH-ThH, LEREMRPLIRED
FHEICERATH A, T2, BEEERLIED CT AR
Bre LT, MMz SR TE 5.

&5 MRI A TR S LA A 7 2 8%1E, JEIEEK
FAZIVICEHME LY, BAOEZE)IRIZ STV
B728, fHEHIRET 72505 ks 146147,

5.4
F FYDLRIRNTF R

F I AFRARTF R (T ) AR T TR
[BNP], BNP HiBRfk o N Ui fil 7 Z 77 x >~ & [NT pro-
BNP], ‘LT M) AFRATF R [ANP]) &, O
OB BRI, FETHE ML CHElE - FIHS
naTwna 148).

TEBRMAEEOWINA KL, IEHEIR TS BNP I3
T2 REAREERINS %728, LR Z G 2R TITA IS
HETH LY. LEER AT 2R 66 BIOMETTIE,
THIRHI DI A X2 PR AR L 72 8 TR TIZB VT,
TLUR 7 O Fe K BNP 54 100 pg/mL %8 2 T8 1Y), BNP
=< 100 pg/mL (FITHRH A X MEHEAYFEEAY 100% TH -
72 R BE AT B LR 213 BloME T,
TEAR 20 FEF D NT pro-BNP fil > 128 pg/mL 753 J& i #iLs
M5 A N> PO L 7= fEf KT CTH ), NT pro-BNP il
<128 pg/mL OREYEHERIZ 95% ThH -7V, LALED



7 VIR MU FEBERE R S AR T D M) 7 L FIRA T
FREHEIL, Ef2 ~3HEICE—2lix L o720, &
PRPROII ) PEEARIREE ShTwd Y. £/, BR
(2 BT % A RE )L I 22 W ikg 0O P35 BNP fiE 13 1,258 pg/
mL EIEFICEBETH Y, BEEIED W IR 53 500
REAZ) == ZIHERGHETH B .

6.
ok ST

6.1
BRES L UZEDES

IEARRATEIIC AT b A M iR B L ORI I, BHK
M~ —A—=, K, WE I, FARIEPSEON
I3 - BRI > DNA/RNA, Z Mo i stk 2 &
OB G, B, 5T EIEER, M
- FREREER T, B X OB E R &R Ve
IR ED D 5.

HAERTA B L OB, FEERME (B3I 3HE
5E) LIEMEERRAE (FEREZ NI ISR S 512
W) D2O0H 5. WE - FARMEIIEERETH D,
FRiRkE e, BHMRIME ~ — 7 — M8 L ORI 2 H
W RIBG AR AL, JEMEEIIRAEETH B,

6.2
KHEXTR

BRI, ARz &, REER 7 AR RTRRAL - 2212,
TRED &) LG OIIR TR L DOHENDH Y, HAED
BRIIOWTHALEMARLNGEITAT).

o KIFDOWTNPDPREFEEORKETH L5

o Qe (RREEICRE L2282 IR, M LB E A
Ry

o SR OY &

o HEAmASHT ARG U U/NBINIFE§ 2 HE L X
BB ONT RS EDY &

o KDV G A, FrERES L V/NEIZFIES 2
HELHROESMERZHONT RS ROy &

o RIFOWTNAA, FralBild L /NBIIIES 2
HELHROEEIEREHONT DRSOy &

o TOM, WBESEELEEICRETLWUREDDH LY

A
=1

6.3
RS

6.3.1
BILFRRE S KUESE

AARERHRE NBHE 40 THARNIIT DN L E AR
BEBLOBWICHT 2 BB 28E L, NS L O
SMEEZAE L TWALILICBET A ENEETHS.

ECIZUTORIZERE L CE/-T 5
o JRIRSRBIETHDHEEME () A7), RAEFTOBWIR

O ORHE - BRI A ek, BITERZ SIConT

MRS E SHAL, taa@may v v 72479

Zr E1EISHEIY ) RSB0 L),

o WAL, TR IBENHMEE 2T, BEPOMEF L
BAHAM 2 BB LEREIC LY, 2320 88E0T
ATbi bz k.

6.3.2
BERIRE
V7 M= = Ol R R L R R R R %

BWIT 2720 ORERENDH D (551 5 7. BRI Z

ZROZL)., V7MY —H—|20%, BIRBETOFE

(nuchal translucency), SFEIEHZR EMREEN L. Ei

WL ClE, HARERG AR RO NS A FF

A VR Y BT 5.

6.3.3
BAIMEY —Hh—%E
JE A B e 4 e Vi R S AT A 0 4% R A R RS T L2 B

THHMBEERIZL S [FHAIME~— 7 — BRI 2 4

i) 1% HANEEIESSHAEREEXICL S B

H~—h— AT 2 LY B X O AR AR

FREEMZE BRI L 20 TR~ — 7 — BB

T BRI ONT Y s E L TATS .

6.3.4
Bz AL IR RREHFRE
BHMRIMAER GR35 5 VA HIK cell-free DNA 2 FIIH L

THRIB SRR O RELE O S 2T 2 TH 5.

AR, RESNHRE CEmI N, TOFEMILT

(& TRHMAIMZ V7287 L A RS R RS 12 B B 1R

#1119 ZMESFLCTIThIA. WRERIE, 21 )V I—,

18 MUY=, 13 )V I—IHESA TN,
6.3.5
BRRIRES & URZHR

EDLOTEHELRFM IS 2ERITATHY, BRRITZE
ELTITbi s, fEBIRIE A5 S X D EEIZH) K.
FERIEEL T, AARERHMGAR AR RS [ERARINC

27
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CRBEE O - MEOBIG, FEICHET 274 NI 4~

M55 R T (S

6.3.6

iBEMECFaRITE

DNA ZWiHM oMLY, &7 A5 T RICL
7RO fm TR D, HUAERTSINC D BRRIS H ST
Wh LA L, BRESICHEEESICD 20T
BWEIREAERD L {, ZOEHRDIT MR L WS
EVELEENLT LD, MAERBINIIB 2R
ETFBREDOT BRI Y k) v T RITHVERDH 5
(1E3SBIENT V)V IRBBOZ L),
|637

TR

EEL X HEMEEEROZOICREI T O LA %K
X, B EETF .

6.3.8

BEEE

HUERTZZ WA OB BLIC O Wi, DhlcZom L
28D 5.

7.

B ER

FRlaRRREA 2 &1L, [RIESTENIIBNT, RS
NGBS RED SRR SN2 IRAE ) LS, WL LT
BRI REL EERT 5. JBIEOMEE (well-being)
iR e LT, JRIBOHARE=S ) v ICL B ) VAN
A7 A b (non stress test: NST) 3> 573> - A b
L A7 A} (contraction stress test: CST), fif/d-0r%5E
=5 ) T EBERIEEE oA+ T4 Vv T a
7 7 4 )V (biophysical profile score: BPS) {E1E/N 1 %
74T HNTa 77 AV (modified BPS), & 512G R
Fi N7 T L 2 MFEH % Eh5d 5 1,

71
RBRIESE=S U T

A, JRROIESTE=5) 7S X AR EEHIIES LT
JRCHWHNTWA B DI, NST & CST Th 5.

AR B O A R 14 1R 01 L
Fefp L A B R TH Y, —#@MEIRY DD, o
—WERIRA Ve & JRIBIIERETH L LT 5. DL
TOWTND2D RO LN B4, B well-being (37 E
ENTWBBEND DD EHM 5 Y.

O BB OTHEIRZ - 7248 0 K3 IR 5 — B PEEIR
@ SAGHEBIOTHRE - 7248 0 K E B — B HERIR

x®14 BREMBBREEOEER

. BRURORERE AR
IEERR : 110~160 bpm, #RAk © <110 bpm. 58I : >160 bpm

1. BRI DEEE R A S

HEZZENER © PNERAY(CERSD STUKL)

HHZENRA - 5 bpm LIF

HZEHLEE © 6~25 bpm

HRZZEDIEMN © 26 bpm A E

. —84ZEH)

1) —iBM4sER (acceleration) | DIAHIBIIDRBEN O E—2
FTH 30 BFEC, EIFAANSIERET 15 bpm LLE,
TCICRDFE CORHRN 15 L E 2 HFmDBD. ik 32
BRECTIE, IR 10 bpm L, FFEE 10 A ED
HD.

2) —EMHERIR
IDARDEA D EER TH DD, ELHTHDNTELD, A
BHNICRBITDCEEEARET D, ZOHMNDNEHTIZE
[FDIEBREA DR SR FRICED T CICET D=
SELL, MEDERZ 30 ETD.

@ BHE—BMRIR (early deceleration) : TEUMEICH >
T, DIEHDELHICSEASL, EBPHICEET SKE
T, —BMRIROR FTRONFEIEDRER EBIR—E
LTWLWDBEDZWND.

@ ZH—B14#RIR (variable deceleration) : 15 bpm Bl E
DDEERADDZ2E(ITEC D, RN SEEST 157
BlE 2 EEDREEZND. ZDDBEERA FERIDD
PHELDEHIND. FENRICH > THLETDHEE
&, —EDEZEST, TEE, FFRistEEFEIiES
EICEEIT DT ENZL.

@ BFE BRI (ate deceleration) : F = UN#E(IC >
T, DMEEAEPITEA L, BPHICEET DIEFE
T, —BHRIROR FROAFEEORRR K DENT
WbBDZW\S. £<DBE, —BERIROEE - & T
= EER, BOBDFEUWHEDRA - &8R- 8T X
DEND.

@ BE— BRI (prolonged deceleration) : DEHUEA
15 bom U ET, BIAN'SEIEE T 2 9 E 10 9%
BOFEFZWND. ZODEHEAEERDMAREDE
HEND. 10 DU EDDIBEUELD DFRFFIFERDZEA L
ERIET.

(BAERBARZSEERESS. 2003',
2. 2013 KUER)

BAERBARZRAERE

@ HAMMEB O I & o 7o BIE—BIERIR
@ FAGHEBIORA T 721 HR T - 7B SR
SRR, OOBSOERE, BRI E) & — @M IRIR O
AEDREED TR Z 1 ~ 5 TTL L
BL, LRV 3~S5oma, [REEERSE] L3I 5.
LAVGE L~ SITBUTC, Rl s, 25
WFERR OFEFIE L ER LT, MG (Rad@igE, Edlom
b, PAFIOALE, SR, SR MR 5 1
NST & FE D 7 VIREE T, IR o—BHEHIROE
A2 RDHEDTHLD, —EEHIRAS 20 43I 2 [\ILL A
SNBHEILIET (reactive NST) T, JE)E well-being 1&



HEFcdh s k25 (B2A). #iZ, 2mPLEASNE
WA % B (non-reactive NST) &35 (K12B). —if
PHIR % FRO WAL, TRRICEBIEE N2 CBigtd
5.

CSTEFE U &\ ) KBRS A b L AT S 7K
TTo, BREFMEEDMLETH L. HARTHIMEE 21
FFT MY oRER, FLEREI LB N TG
I EIZLY, BEOEE—#ERIRHBOA ML A
5. BMAEAOMISETERBEERASSTEINLGE) A
IR, 37 b BHERMR, MR M EGERE, SR, G
WRERELRETHAL. CST DHEL, Btk (positive),
Bt (negative), BPETHIEMETH 22V (equivocal), A
Y (unsatisfactory) @ 4 DI250F S5, 10 43 LAAIC
TEWGHREA 3 [ld 1), EIE—BUERIRS 2T 5 DUE O
B RCALNDgGEEREE L, BEET5 (B8). —
K, 10 LIS FE NGRS 3 [ ), 5 —m PRIk DS
ROERBEMEE L, 99% O THEEAT 1 B AFTE
LHEWbILTWh, equivocal D& X, HDLWVIIARWIIO L
SIBHHERA LT 2.

7.2
Ei&%g;ﬁ 158,159, 164)

Tk 2 T BPS 281539 4. JAUIIIRAR
EE), BB, FESR NST, FAKREOSHAMOLL AT
TIVYT Y AT LATHA, IEHE2M, EEE0HELT,
ZOAEFHTICL Y BIROREZFFM L, 4 LT IdEE L
EFRENTWS (R15)'Y. BPS 213, Sl L@ im
D<—A—HRIEL, NST 2B 5 —BUHIROME,
bR E) & B O, WEIRICT 22 E0Zbix, S
DAL EZ 5D, UK L CEKEORAE, Bt
172 (R S ARREIRF O I P AT FCASE LS L 0, B IR~ ML
A L7k, IREOR T2 &322 Thl&kRI s
HEMBI LN TV,

K FEAME2 Fk 48 % (amniotic fluid index: AFD)
BHb, ZiUuL, BEWETO—TERHMEORE#IZT - CE
BEICEE, TED 4 5EINGITOENENOFIKE
FEOMZXL S F A=V TELIZODTHAS. AFI2Y5 cm
DT o¥e % oKk L fE T 5. AFL & NST Z A A
b7 JEEFHIZE, modified BPS & Kidh, &b54 X
FIUEZ 0 F TR, b0 0ICBE D HIUE CST
&5\ BPS 7 & CRMIES 5.

7.3
r=- 4 e 11 iy L
B 17 7 ARG X 518V LBy O REfii 2,

BEWEAF ML DMERLEE LA Ty 7 A% [
WIS T Cwh, RENRA v Ty 7 AL L
T, S/D I, MK HU 48 %% (resistance index), A B §5 %
(pulsatility index) 23BN TVED5, WiiLh KRYIME
IROIMAEMPTZ /RS, MAERBIAH KT USRI O
MU LR, TNHOMENHEAT 5. IRk m
TEOBHERL T RHOBIER SN LY EIE, FRARZEEDY
HENL L ALNS (H4).

WG BV TERETREE TS, RO
FeEE 21X UL 3 244G (biophysical
activity) RPEFALZ EDSHIT SN AL, R MBI
TR - IR, TPOROEDIR, TORERIR, TATKEIR, TEE
k& ThHsH, BEFEENSEONRT HIEHEIRK, FK
IRENIR D I FRER (LG R DIREE & ORI R ST
5.

7.4
BRYRET{ih;E DRR5T
BB OF-ME, 3B L OS2 Db ZARRE EFEMIE D K1,

JEEIFEC oA KRECHBKL &2, LaL, #Y)%
JERAIZH 720 TE, BEMFRIEE DRI
Bl 2 &) BRAL & R s & B L CB LD D
%. NST, CST, BPS, modified BPS (2 Ci5 2 D IRFE R
FEHPBELZICE 220 59, 1HAMBZICKIEETICES
B, 1,000 Bld7z0) FE2~6.5 04, 0.7~0.8, 0.8
LHREENTWS 1,

7.5
BROMEBEORAIV—-Z=VT

WO LEES0H VI AREEET 558,
BB AT 2HEN AT A2 26 TW A
7o (1835 #EAT ) VTR BRBROZLE), BR
PR OE) A7 #EE LT, BEIRAEC X 206 O
AT = TOBEIREEZ LN T WA, B, BEEHR
HHHARIBWO 1 O TH DI LS, MERNIIERERN-
KR LT adl e MEE LI L EbOTEE
B, F72, DOEITIEIHAREEIC X > TR 22 38
PABED N T #3300 5TV IS S B B LEH
5.

7.5.1

REMRTE

Jig VROl AR AT SRl L 7ot (BERMER,
NBIEBRERRIEE, F 73S AR A ) —=
T ELIIIHEEREL TS AO0EE L. HTE, bt
ECHIRES OBRIHEIT STV 5 EERHB R MM, Z

29
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:‘?}tm 1§32

35 35
T e “F
-t i i

A. IEE (reactive NST)
—IBMSERD 20 HREIC 2 B EHSNBIBAIXESR (reactive NST) T, FAIRDEBEIREIIRIF ChH S YT 3.

» 300 100 10 100 300 *
1 T T 1
1 T T t
= L % =<
03 v3 5 T3 o3 5
T ; T T
t T T T
) ) ) 33 % 3
A Fiy
s X . e N
Ay ¥ duw e AN yy rd
" P A - | Xz h"d ? i % 1
— Xt 2’4 X4 o} e 4
'3 =t 0 AFY 1

B. &% (non reactive NST)
—BMSERD 20 DI 2 B EFHSNEWVEEIEEE (nonreactive NST) &9 5.

2 BRRMEBEZIVYVIICLKD/VARVATZ K

3

o
3

5
-

7 57

") s S,
£ ¥ 2 g o

St (positeve CST)
10 DLAICER2IED 3 ElH Y, EXREHERSLTFENEOFHLULICHOSNZIBEIEHBEE L, BEETS.

H3 RRMESEZSIUVIICLKDIVNSIYaY - ANVATRA B

[
I
[
I
|
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# 15 Biophysical Profile Score (BPS) DO¥IEEH#E
A RAATVICKORRDREZFHET 5. 4 AUUTFIEES.

ER (Ra7=2) g8 (R37=0)

RRIRITIRERES) (FBM) | 30 #LU_EMD FBM A 30 fI(C 1 BN E

30 ML ED FBM % 30 R CERHEL

i () EE#% )

BRBIRARES / IR ODEEN DY 30 DA (C 3 B E GEFHER(S 1

&R / TUE ODEENDY 30 3@IC 2 LR

|
BRESEE (FT) b\, FEOBEAEHH 1 ELLE

§XEF / PR DR & NS5 i < BN 30 2/ 1 @R E

FSUVURR DRI CREALICEE LIEL), BREhH
K, FEL/—BRAVCER

Non Stress Test (NST) RS o ELLE

BABH (T 5 —BIEIEIR (15 bpm BLE, 15BILE) 7204

—BMESENRDY 20 2T 1 BT, 15 bpm
FmDEE

FKE (AFV)

EEWEE T 2 cm IEDFKRNT v bR S5ND

FKRT w MHIEWVD, 2 cm KD EE

(Manning FA, et al. 1981 Z&Z({FR)

S e, pukls YTWONLY
B noen andtetd

T T FED g B iy Mg
HEUSUT] IS
)

| o =

Kl 10 D Tha?
~, 3 Wy

EREIIRIMUAHGRAOERHIR Y, REREREREAEOEEZ
Y%,

4 EwEiRER (BEK T SmARsta)

OBIZIEARL BN —THY), [BEAZ ) —=2 7k
BEOERFIAFEL SN TR, ZOlzd, Rk, LR
BPEREGEBEETHIGEL, RIS AL L
T, A2 ) ==V TRERAT) TEDEFE LW,

7.5.2

ERRDFH

ESC A4 K4 Tld, BYAZIRROLEAZ ) —=
YRR, MR 18 ~ 22 I T T RS TW
5% IR 20 HAFEL, B OHOBIEDS D - LB
S CH LD, 2 AROMIE B E RO
PRI, IRBINDEOIRERESHS 22k - Tl
LHZENH LI, R 30 BELIEICHMRT A2 ENLEF
L, #10R 35 2 8 X 2 L RIS CIRO FEM 2 Bl I3 8 L
{5,

7.5.3
FROKRIV b

BE VL OTUERTTI O ADBIEE T, JRIS LB EOZRIEIX
T TidR <, BRI KIMETL & Vo 7 BIEFE
WREECTH L. BIROAZ ) —= 0 T RATH) AL, TUE
WRTTET & St LI TAT - = I TR CRFI S L5 Z £ A2 S,
A7) == TEEEOREFN R L TR SR 21T A1
E, L0 DOBFREARNIT OB LT 2 5 1017,
JBIROAZ ) — =0 A IR OBIEERED R A >~ b
IZOWTUTIIRY (A5).

O T - BlaohiE, TIT KBRS LT KEIRD
fLEDOEREE. I ORERR. .

@ DURERE  GRFBOIME, JLIEOKEE (total cardiac
dimension: TCD, cardio thoracic area ratio: CTAR),
LNERE (LB - LEDELDINT Y A, HIROILEE,
BEITOIEE, LHEBEORES), FEFHR, MFRko

ZRE LT e & D@L

@ VBRI - =MW - BIIRFORE, KiE DK
- MESE, ENZTNOMEOMERRZE & OB

=3

B, BIEOEBEZHET GG AR DIRE G
B R E L, INSOEHREEIZL o T, BoTH#
WRELELSNLIREED D D720, LIELDIIOTERESR
WOH D BV F ORI LETH L.

EBOMEFIAOFEANIC OV, HARNE R ORI
FRDVER L7z IR LT a—REFA K421 %
International society of ultrasound in obstetrics and
gynecology (ISUOG) 2% & & L 7z [ISUOG Practice
Guidelines (updated) : sonographic screening
examination of the fetal heart] '™ 7 &% B &7z,
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TMTREAR

A DOREERE
PUERMTE R | DA REICEREL, DR
BiFEAER<. DUTERIIIBEEREOKN 1/3
%5855, FEDDEDRIEFAEDAEE THS.

5 ERGRIEMIBEMERDOY 1—7

8

EROSEE, EE LWHICLT
ERERIC BT B
8.1

DR~ EROEE L EIE

TR, BRI R R LA RSN, B RIS
MARMICTIZ LD, SRR I 2 9 2 A BRI LA S
ZoTw5 (51 1L AR - I OMESRAERE TR - e
2B BEHMEDZELZ BB ). Lo L, 45
I2&oT, TEERIZECEM O ) BRI 5. ik
32~ 34 38 F TIZIEAERE X 9 40% B0 L 796 B i i =
1, iz &0 &) AR IR 1,000 mL AL, 4
I3 HHF COMBEBENC L) FHU 900~ 1,200 mL 3N
L, #4~6HMMNTTHEITRD. RiMuEkEIL515% 8
EETIIEFICEELY, AR 8 ~ 10 80
WETIEFICEE L2 LW MERDH 2 7. REREIEH
HEILTFZr - )T T2 SRS 5 78,
St 8 M F TIZIREIRF DO L~V E TR T 4.

THREIMERERER (HDP) ORARM R ERITIEROR T
THAHN, FWELEEIER-> T L ORMELRERE T
5. ZOBIZIE HDP O3 F B OERE % T4 ICHfF L,
BOHEDOPEIE) A7 #E B L7 EH 21T, HDPIE, #
B EICMENEGE, S REIMbL LT
D, EGOMEERENTCHET HINEE (superimposed)
RALUR S MEEE (preeclampsia), #EIRE M XS $ 4 1H

T ER TR AR

LT

I

T™MIREIAR

B Z=mERES&

ZMEMER | £RIDSERAICHNTT, 1FIE—
EfR LIS 3 ADMEDHEAEL ENS. M
BRIFETDLS, K, F, NDIEETHS.

HPEOBAEZ & 0 MU 59 5 HEARE MU (gestational
hypertension), #EARRFI7> 5 &ML SE O & 2 & ILE A HF4T:
% (chronic hypertension) @ 3 D24 1F72% 2/ THEL
2179,

8.1.1

HiREE

Grifte, FHEIZIME &S TTED R E, ST
) IliE IR D TTHE R B RIZ BT O T 722 12 & 1) Fi%,
Jifi - - B e & OE R REREA T R 2 SRR D
b, XD, &R 36 ~ 48 FEfIZ/ N1 LA A
YEREZSV L, KRSHWVER, MORAT, R
PG U TAT) . BE HDP O 6 Th-Th, 5
BRIZHEFELT 56D VIEET S

WA 4 % 2 5 2 PERG R VS, B T 0 7 I i
29% IR, ZDT0% 5 kIS £/
HDP (23§ ¥ 2 s i 5 5- & @ik EFSE 11338
BIBAER 2 D, 5,000 mL DL ETOMXEY A 7 A5 1.9 £,
10,000 mL T 4.0 fi%, 15,000 mL T 9.0 f5I2£ T LA T2
EOWENDHH T LI, BEREE EETE W
K - BEEREOKEFRE, FW, HELLP EMERE, ERnyidfii:
M NEEEERERE (disseminated intravascular coagulatioin
cyndrome: DIC) #ifE 7213 ZMhEeb L HEFITIE, 4
Wi R W26, O SR 5FEE#ED, @ SpO, =
51) 2 7 0b EFIRFENR G, @ TP Oz Ohmlk~ 7
AT AP, @ BRI ZERAE PR O 720 DXtz &
EMETL, ZNO 2 B0 MERHIRER LT 7. A
RIS GAZBE L THA FIA4 ALSN T 5 oid b2
%3, [ British Columbia Reproductive Care Program (BCRCP)



20067 T, PRSP A SR IR A 80 mL/
THMEHEL, 4B %Z 1 2070y 7 & L CRBE R L
L, 278y 7#iET40mL/ 70y 7 KDY &1,
WEIZEDLETT7OLIFRT VT I VB 2 FH L TH
JREX S Z EZEDT NG,

8.1.2

MEEE

SRR B EE 2 4T o CW A ke L, o U A
IERE NG E DT 78, FAE ML AR F 72130
IRRfO 3 > bu— Ui HIEEIZE T 5. FEETHD BAEMm
JEIC R L ClE—E DR #1370 <, FEAE O AR &5 100 B e
RRHEAER T L ) BELBEEASVLETH ), FEE
National institute for health and care excellence (NICE)
DA T4 2" T2 <150/100 mmHg, 71 F ¥ R
NF4 (Society of Obstetricians and Gynaecologists of
Canada: SOGC) DILURE IMTEFEMBEIEOGET A KT 4 >
Y% ok E B B A B4 £ (American college of
obstetricians and gynecologists: ACOG) > #Lhig v I+ &
FEDTRIEN A FF4 > "7 TIZ<160/110 mmHg % #> 2
EERHMESEL T D, FTe, BEEEPIIRER IS ER
T 5. EIEEETIE 25% Ll EASEERIZE LS ] Re
DBz ", MERE L &b I/, AST/ALT,
M7 L7 F =% EQMEiE<, in-out balance % il
EL, BIE~PEEDLE THOIEITRAT L 2V iEEEl
24 5. HDPIZHE) mllElE, % d5 itk 1 ER LA
VR 278, EIEDOWH AL 2 ~ 12 A EIE ARk 3
BENH A, BEEBICIELST LA L, #EE 1 ARG
JZE B L 7o AR OIS DS £ A L W) D B
B0 A EHREE 12 BETT A OB,
% 12 LIRS ke 3 2 MU OW & I ZAFRHER & & 12
EHEIT) LB ET S BEEOERIT, EARWIIE
WRM EFARETH LD, BT VTN, ZFFT)NARE
® ACE [HEHEIZOWTIEI RO #ITIESH 2L D0,
ZOLEEWEDPHEREN TN 5.

HIEM LT, FERE, MMM, A4, HELLP JEfk
#, DIC % L OEEZ G BHE % fa i 3 5 EE RS M
BHEDW AL, IR & SEBE IR LA 2 # R L,
TIMEZHE L 2R GE2ME§ 5. £, BF
77V 3% O ESSEANREEH & A TRTE- 225,
B M ], O BEIR, COIRREPECIEEESTH D,
LREEIEH] O 7z o AR E (PO M+ < 90
mmHg) ([CR=fHT 5. F72, IRY u—)Vidks A D
LA THH I LIERT L. 020, EiEEEAE
PLTWBEEOW A, =NV Yy O MRETED 54
Thb, = ANTVENIEERFOLRPTH Do &b

A, RAEEICOEN TV THE LTV Y,
WL ETIEATOA FRPUAESRE (NSAID) %
T 2L, NSAID D70 RY 75 3 v g R mfE
LV BEELRRITIEDSH L. LIS, HEEBKE
B (SRR ERA IS E [eGFR] <50 ~ 60 mL/43/1.73
m) X, ZIK, 7VLT7F=r A (=13 mg/dL), IfivMK
WA (<50 x 10°/L) &% FBD DA LM% T %
TENEELW TS BERIGEICREL, BEETH
BHIIERAAT A E V. ER 12:8ZE L COERAL
TWLEAR, WRHEME L BICEHL T2 EE
3_2._) 183).

9

RERMEOAIERNR

G LIRSS (IE) OFAEICIE 2 DOFRHH G5 5.
LD L FMEF IR LR T Wila s b 2 L L, Wil
FEZ AT D BYRDAETH 5. SRR SR M D
Ty MEBOIDLLES, Bt 370 #HEOH NS T
b, BY) AT OELERERIL, GHREOBERE, 7T
I —BWERME LR, KBIRIBIRY &z, AT
ED, BHERERLI RSB NREHTHL. —h
VSD R AR5 O A 0F L 72 8IE AR BHE 20 & 0 JLigi
BREOFE BT, Bk TIZ AHA OF A K542 (2007 4
YED) VB IE OF) A7 EEPOEINEND I E B>
723 S OE OIS ISE R OFETERIT R L
TEL R, 22T, HARBREBEFEO AR
DHEBBEIARNT 4> 2017 F%ET) ™ & [ikgett
LDAREZD TR EIRIRICBET 5274 BT 42 (2017 4F2L
N1 T, BIEFEIKY X2 BLUSLO IE O PG %
THOTEZBETHLOTERVELTWS (K16, &
17).

9.1
A, P

IE (3 FSEHEE MR, F 72, IR O G ER L A3 8
m¥52ET, LHAREIZE D044, 0, BiERED
FERIZY A7 ENDBLOIZBMIINEND Z LD %\, LR
B r g e L-2EHATIE, ERIYALE 720 L
KEDTHILAELHROTHEY Y IO TIZFERIT
0.006% FEEEL ENT WD ¥ Ll wolzAIE %
FIET DL, BHMRETERIT 11 ~ 33%, FRIBIETERIT 14 ~
29% LHEESNTEY Y EEEET 5.
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1. BEURIE (BRLPTL, EEELPITVES)

o NI Hfi#R
e |[E DEEfE

o REDITHER

o RSP ALMERAZESOREET 7/ —BREXRBIER
o Fili, NT—TIVZBEDTATIHRZRWTUEE UTE R RER TEER 6 LKW
o JX\vF, AIMBZRWCTEELRD, BESDIOERREZHDHE

2. FEEURIE (UFLHERLLESEVD, DABERREEDAREENFES)

o FIZEM HCM
o FERZE D IEIBF IR

e BREURIE, BURIEZRJIERBOER (KRBR—RHFZZ0)

lla

3. BURYE (BROBRIENELICEL, —RDAEAZEOFRRBIREE SINDEE)

o BRMDTRFLEL ASD

TEENER) (A ) CA T

11tk 6 n AZ B UiAFaisZ R0 VSD &/zld PDA

REEH UIRUVEIEMEE
4IER, R RICIFESHOMS
FERER2ZHDIEV | IBFRORHE

TETFVAFHADFMIE, BEMEOAERDOTRERRICET DA RS> (2017 F4EIM) D [CQ5 1 /IR / FZRMILE
RIS T HEFHLE (IR U CNERIRS(F E PHOHICHED ? | R

(AAERBFR. 2017 &V)

K17 BREOARKEYRIBEICSITD, SFREFHINERRS

- OBEERE  RREELOTI—K - EERRRRE (ERZ20)
- ODBRES - ETEERRE C REHT —TIVEA, REREFIANGRE (B

RaiR BRRER)

- DIMERE : POBRADT —F)UEA

(AAERBFR. 2017 &V)

; g i IEFYR
NEEES 1w 552 DRI
FHHMESERESZTOC | - wROFENRSEE | A #OREMERFRT 2T N TDERENL
EmEL<HETD WRMLE (headE QOANRISFI - mENRFN - 1> TS0~
Fiff, A=V, BPMRENELE) B
- HEREE | BB - 77/ A RiEb
- DINEREE | N—2ZAA—HPIEAHELRITBI S DIEA i
MERRSZTo/EF 3D | - BITRERICH T DEIMNTFE | BB R — I PRERADAE
FVEBDND HRE - AR (BEEEEZ0) lla c
- DINESEE - ATHPOMEANICATYEEZADFi
- RRERIBMRIIZARTIBRAT | & IS ATFHAES]
FHRTMERRSZ{ToT | - HtERD | EiaifEE bEs, mEEnRl, XRiEvER
BhEDEV. 2L, IE SRIC R DHEERROR Y — JUIRRAT, ABEFl
DEIENDDEBICIE TR | - MRS - 4EIERRMAEL | REIRRT, REIG - REFTSHELM, F
HINMERRSZHET D SABRAM, SABNRE - ATHIETE FEREHTEREDFHA b C
PrRE
- DIMEREE  DEAT—TIVRE - RENMERNLT —TIUEE
- FMICHESEETR (ELICF ME—MRENIER)
TR ESZHRED | - wROFARSEL | IERERBMUN OSDEFSEME:. wRIBEL
2y B, keEnE
- EIRE3REE - B - IREHRGRE, SENEE (Re - 8O
- BEERSEE  SEEAROF 1 —TJHA B




9.2

A

PURSEIE, JEEIRE: & MR SRR OPU R SR II0
CCHERT2 GUREOHAAEICOWTIE, [
LS DFBE S GRS A0 A K94~ (2017 4F2LET) |
B 2O E), RV, UYL LI RETH D
B, TUy< AT ARG RIS RERE 2 £ U SR
BdH70, FEFICEERRILT, FlZgs) A7 % Ll
BEDOMMERERET A%, ESCY 21ZLDELDH
A RIA DHEREL TV B, 2015 SEQIHEIRO 1E iHFRISH
5 AHA DAT— kX2 b TId, BEREIC T B iG5%
* 72 ar kL Tdouble f-lactam (7> ¥ ++7 |k
N7V Y) BTSN THBED, R BIT A LH6EH
DB VA2 B ITVETF U ANRLBLAHTTH D, Tz,
ESC ORI O LA BG4 N5 422 TlE, <
Yy, TYEYY Y, TEXFVI)Y, T RRA T,
I)AO<AT Y, 77 0ARY VIIEHTE ST
5705, ERIZBIFAERICBIT A5 T~ A3 v O
BILCIZ, 2018 SFDEF T T 2TV AN AT
H5.

TR O NI 52253 2 DR VELFAT I LR 2 A U 5
TREMEASE , BFM G F — 2B W THEE LR AL E
Tdhhb.

9.3
Bl

T B OB ME OSEREIE 0~ 5% LA s %9, -
) A7 B TR R L7550 E R L TR
OB Z I L7206, MEEKS 2 RE T ARME 7%
, FPREERGOY A7 L ENDPEET LILF -1
{431(1: At“ﬁﬁb%ﬂ“(b‘i&\/‘ 20, 184, 185, 190>.

DEXOART A FIAL 0 TIE, DEEERET L MEDRE

& 18 MEROFRENTHRTE

F1E LR

FHYFAMT - FHR M OHIR IO PR 5 Ot & DL

TOEIERS.

« AHEBIEDEE) A7 BIZBWTL, FMROH
WO PP 52 g4 p 2018185190

o B AZUHNOLEERTIE, IEOFAEEEIMRNT &
ZZME L CTHREEO PR 5% 0 THESE L 2vs, 2
DD EBHETFHi e & D) A7 - XA T 4 b OB
5, Fhit5%17) 2L aB/ET HDOTIE W

PDibo &9 7% Rk EFRIEEE D5 BZ T ICB T
BIENEETHD, ZD) 2T, THHHEEDOHWNIIE 4
DREGIRIEARDIRD, FRIRTUZ L - TERRY, FEEISE
FEIHED D BERL F 72 I JVEEREFHEME R, EGERHE DR
M7 RARL 2 & LT 5.

WRA AR ROTHALE 109 5 A - BRI 5 ET 500
W 2 DR IRH D % < A% Enterococcus faecalis T 5 Z
LEREEL, pMEICEE LB -y MLz
FRBEEIT ) T V=T H %5, Enterococcus
faecium \ZNTE A EPR=D) VIFEETH B, T2,
FIFEET FYREICLZ E WML T2 Zed
SUHEICBLENH L (FR18).

10.

HIRPDOEMEE &10-27)

RIS O >V CR19 ~ 27 1D F Lovre, 3
PIHRHEIC B B IR A EE O RIAR 19, BABAT
fifiorsE 361238 20 1R L7, SRR CHA S A5 4 %58
L, —H TR ORI S TR DR 5T D,
BB LTl 2R ORsHE - TREEICIS Ol
Wi 2 LB B,

es Ba;iﬁiﬁgﬁ
Tk 5L PEEVIUY | ogthe? wE | DB BECES

it 1~29 MBS 30 SLNICKSE, BE ST
S oL PR g g | DS 0 DLLERLT

T FIelFAED=D 30 mg/kg
LRHAOSDDEATIEFYVUY 2ghBRET DBEIE

OS5 5~ 6 BR%(IC7EFT 2 U 500 mg DENRSZEZRET D
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Z;) 196, 197)

CMEXY, EF Lk ELR 28 12K
?— 45,66—68,198—204).

HOOENZ BT BEE - HEETIE, BRI RE L i
IRAETCIE, 1990 4R & JeE L <3N L T 2 W RetED H
BHIEDHESNTWE Y. ) A7 OB WITREOR AL,
AR - HEE A EEIZFTI S 5 UEDR D L. 5 A7 DR
BOIARIZRGE L TV 2 ERHE, iR EZEME § 5 &M
(IEBRZRNRHE, TEERZINERE, WRAERME RS &

F2E

1

FRMEER

1.1
IEF7 /—EHiE&E (FEFiH)

COETIE, WL LEMEED L WHIREOS A
[ZDOWTHRR5, FliEIMEAE (Eisenmenger SEMGERE) A0F,
HELRAEIRESHE, Z0Mof &2z ORISR RS 6E0
WAL, FNENOEIHEND. EBHED 2\ U
RIBKE (ASD) 7 &D, T —iOEBERL &, Bt
DS (IE) OV A2 D3dA720, 2L BT
LCld, MGEED IE OFFsiER s G (51 8 9. &Y
HLHNERESROZ L),

1.1.1

DEPRRRISE (ASD)

ASD i, ALK EEBED P TE o L AL
BB TH L, RO OIHIEEDBRL, LHESD
KEL oM RELT, WOTEMESNDLZEDNH D,
ASD 1E, HHENZ VAT, &SR ERAIHERL
AR - HEEZEZ D2 ENB0D, IHIREIIC F SRR
DTS B, AEMEREZAHT LI LD H 5.
ASD %459 2 W45 A5 i i IUFE e % & B A HERi kv &
ENTWVE Y IEFRRTR IR O 70 I BRI % 2

M &3 HERM, CIRIMESNFEZ L), RRIFHEZ: & Ol
NHEEN LGRS E B & T DR COFEPLETH
B.MAT, WDEBEZHTLIIEOFE - HETIE, FiE
LBl B B0, FERBED Ny 77 v T
VETH D, ) A7 DIRNTIROS AL, —#k & R
IR - WEEDSTRETH LA, IE PP UERGED Y%
W 200, 202) (VN)D B).

EhieinEE Rl DR

THIEDH LN, MR- HEIZOWTRERBEE RS
C LI, RBEB ASER RO MR BB 5
LI DBHAIME DL HEREAFANIIEIC L 5 &, KIEEHIT
1, EREIEEE, BEEEAS, BERCLRED) A
IHED oI EDHRESN TN Y. PEXY, —ik
\2, RASEBIOMIR - IMERO.GEHED ) A 7135 %
WS, IRAPHERIR L - FAERAPHED ) A7 D3 EL %
LUREEDH H DT, FEEHNLETHAS. modified WHO
GETIEZ FAMIZAEHSI N, MELZEEINTWS
ASD X 03 A7 5@,

ASD HARIZRES 505D IE OFBIIAREZ2)S, 41
Fri & D IR A ST A2 5 61E, SO IR
DT HEREE NS,

1.1.2

DZERFRIERE (VSD)

NBINOAEERE R ST, MO T FRAE
L7-BICld, 1R - MEIC XA T 5. BARMICESER
wAMERETH 5720, HIRPIIARMERIA T2 52 &
Mo, UDAEEFRETH I L3P, FikaEn 26l
T, RIS L AIEBRIMEE ORI - T, LMK
&L D0, TERENEMIZIIRE BTV, eHER
HHICIE, REIRAE NI DAE T 5720, Bk
T 5 RENRFP AR KIBILCA2 > T &AL (KE)
MRFFTEIEIL), *EFE LT, HERICEEIEL TR
BRI BT ELEND L. BEL KBRS RO
A, DEHREKIBIE (VSD) OJREX 5T 52 EhH 5.



B KBRS W LA, B LR TR IR O [ 7R
3% LaL, JRBRABICRE D KBRS i3 4T
WDZ L%, WM BIRMEZOILIR T, PugtEHRE
WL DERHE - JRIBDY A7 3 iz (52 % 3.2
TLEER - PLVIMIGREZ SO 2 L), KEIRFOZETE L
WROIKREEIZ L o T, B2 LB E LR VEED )
B2, VSD OIS 21T S LSS N L. EEON
EIERE A PEBICIIHIRII T CH D (B2 % 2. fiimm
JEHEER SO &), ASD L [EHIZ, modified WHO 47
s 7 A MG EN, WER GHEESIL TS VSD
I AT AEN YT,

1.1.3

DRRERRISTE (BZEHIRRISE)

LR RIBEE (BEMRRIRE) (&, #EI3/NEI
Frssb, LhL, —kILE ASD (ZfEIEFT240 % & BF
T A ARGEER TR M b 2 \WEIClE, /NNEZE T
FER7e 2 D%, HIRZ MBI INL DD 5.
COWEORREE, ASD IR SR A EDEL TV B I
TEF, L OBEIIIHIR - WL E L CRERRMER L
W5, 72720, DEUAREIROEMSUEE 2B L
b, MiEMERESFI T, VSDIZBIF 554 £1F
BB LI TH 5.

1.1.4

EiRERIFRE (PDA)

TiEmAL R, MERE D EFOFITIE, & ICHE
7 R - BEZFSR T 5. modified WHO 434127 5
L2 EN YT EHENLVEITIE, FREGRE &b
129 S MO ARE 2R T RS S 5720 2| IEIRFTIC
F&A T — T OVIIPASET R FATGE & fifT L B T L0
FLw.

i MBI T, HRFOLDODPERTHL. 512,
RIECTIIIBIRIEZ G042 05 0, IR FEE
12, FAUCKEIIRCIHEIIR O P 2 % S 7 T3 50D
;Q) 209).

1.1.5
KX EXEDRF RAEE

(56 23 3.1 e & N Tz e o2 &)
RO REIIRFIRASEL, 1T & A EDRME T RFRIpE
ILDTHE M. FRIZPEOEREEIZL > TRRY,
BN SHEEOMZETIE, HRIMEZ®E L TR ASEH
JEARITIERREMT L. —F, mLOWMETIE, H
FIELLETIE, 728 2RO TFHDVIEATH - Th, =i
BRI A © 7 — Ry g DS BE & 7 BTEERD L 7
BIENEENTHE Y S, FIESTPERED

F28 BROEERRIORE

DORENRFIAED AIRE A BAL S L REM AR T D
THY), FEIVLETH5.

FEREIR A2, LR E> 40 mmHg, FH1TH
H<1.0 cm?, ELWOHLK, EEEREETOH 261 TH
5. ZOWAEHFROZEE L B2, EERILTE & 1 [
HEOB RO 7O R AEEBOER DI 5. fERE L
T, EEOQIPBEML, MR L7 UF AR 0 R
OIEEIL, O, AOAE, i) oMz kizd D
oY, L RICERIEE KT ETHH B Y.

B EREIIRFEIRASIE B TIERHA Y 27 D& DD TR,
L72230C, KEIIRIHEIRAT LAE 217 L — 2 KEIIRTTTE
BTZ &, REIRFSRZAE AR IR S 5 2 EAMESE S
N2 BB R R ORIRE T, FUs R L S
B - JRIRD) A7 3% v iz (552 5 3.2 ikt
& - P MUELE 2 ZRO 2 &), HREFOFESREELED
) A7 &[S 572012, AR EIRNT E 7213 Ross TAlT
BRI E 2 0 1EL. NV — VIR ISR IR LR 20
FLWFIEIAETH Y, FomERBIRPEREEL S
TREMED D D720, FFEHMO S AL ) FEE LR EES
NG, Tihs—, FRRERBRRGIATIR L 72561218, &b
OTEERIEEBIZL, EROMRIEEL I, L
IR LB B A A 4R D IR LT, B bR IR 0%
Dd 5 RN G RASR 72 A ICiE, AT
IR A EE S 5. LERTOFH 25 m (ST-TZE
1b) LI, BEW P 7 ZEFRINC LS 1 R E O
R RDFRO DN WAL S, FEPLETH L.
ORI, HERR BT SN X AR T L 2 B
hB, BEKBIRSEAEICBWTE, ORI R
WARAE L T A 7280, HMERO I X 2 FTEMm O T 2>
L avZIBLIENH 5.

TR MO RBIIR R ASE TlE, KEIREZAER PDA
& BPORFEREHLTOLIRENELH Y, TEEL
Sl 2 BB L. F7z, KBRS RKEIIRE 1
LA ) & SCB Y, 1R 7 » B HURERISRKEIR
REERFHET B2 b B MY IR REY IR B AT
AT L7ERIRRE R SND s, K - fRli~oiE
ﬂij(%b‘ 215).

KB R Z 52 97 T R B IR 22 2% 45 mm % it O W &
modified WHO 734137 5 A T ~ N2 4H SN, 45 mm ~
50 mm DAL 7 T AT, 50 mm MLEDOEEIZ7 T ATV
o EN DY

* Ross FAlf - REMIRAALIZF % & A7ZH T OMBIIRIE B % F
FEL, JSTEARS M ol i AR AT & A A5 2 T
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1.1.6
FEh R BRAEAE

B O D DIE modified WHO 7417 7 A TIZ3HEE L
47 k72T EFEDS 50 mmHg PAb & AU TBBED K S
LB, KEBETIEL L O%E 3 0= 2SR E#FIC IR
7o, EAEIRCTH D205, IR R O i E T
FEREINDZENL V., HEBBASIEREZRT I LITE
NWCTHh 5L, IHRET NYHA OFEREE T EOREFIDS, IEiR
HZ—REIIC L RIS e o 72 b VA HE L 5 520 720, K
FEIRBN IR T TH 505, REEOIR TR L
TRIFCH D, HEEF TCOMBIIRAIASEL, HIRF D
KELGMEIZ 252 L1375, EEREAE TREIRD B
Tl&, ROV — VBRI S Z S NS, 2O
WS, ORI A O SR E TSR A R 5720, iR
WL T CHBRZBLELZENET L.

1.1.7

Ebstein &

Ebstein 7513, =RPHMRE721EHE (F72EWR)
DLGFBUNRALIC & 2 =R AT/ HRETH L. =
SFRfi, AERERE, S 512 ASD A ALK K
LFT ) —COREREN, WIREEICEEST L.
LIE LIE Wolff—Parkinson—White (WPW) FEfiEz & 0f
ThH0, FIEE FEHINE RO 5 2 LS, B L
BB S OJMR LEMBI A E L) A7 b dH D T
SEMIZBWTERER TIIEE A EGBHEXA SN W
A3, BEREGI TG OAS, FRMEIMRERE IE KR
EMIER EVNAOENDL DB L. FT7 /7 —BIdIRZIC
MOTHIDPNDLZENH DD, BEIRL LRI BE
DYRZHIEMT 5 (552F 1.4 F7 7 —ERAH % SHE
D &), HURATO NYHA DAERESHH & SR AP 4
FEOREEDS, BHEB L ORBEOFHOTME T TH 5

Ebstein JE O 44 B 111 #F45E & v 5 2 5Bl 27
12k BE, AERIZT6% T, 2095 27% HEMEIRT
Hore. BRTEA 196, NTHED 76, Hralne
2Bl o7z ML 11% 2% FUIRIC L A5 D TH -7
FT ) —CIEIRD A S N B TR S D RO AR R E L/
L, WARD 4% R CEEER RO LaL, B
HRIETIE 72, BHRD LA XY MSER LK - 7.

1.1.8

(EIEEXRMEERAIAE (BIEXMEBERIRAE)

R A B AMENE % A L CRRR 2 A S A L,
FRHI AN =R E A L CTRREIAZISREE L, K
FIARISAS 2GR DAL, BRI 2R L2 )
SEIET HEETH L. VSD, MiBhRAskzE, MHEHIRS T
$72, Ebstein RO ZRARFE LG T LI E0%L,

PEBREIREIT Z NS LR E B L OB LETH L HZERHREIC
WS 5. BETOy 7, SUEE RSN & OAERAS
%\,

ROEPEHFNEZETHY, modified WHO 434813 7
AN EN, @) AZERIC 2R 54, iEdRC,
RIEBRAEORIEA S, & =R (RMEREIEZES)
WROMEATIZE D OAEEIIET L0055 5. HEERE
TOLHBMOHEDS DB, WWOWMILIEIL 20% Hifth T
CHUILAREIZ L BFT ) —EDH HEITLH 1821,

TR IGROERL, A, VSD, BE7uvyr, Zh
FNOEFHHES S

1.2

FEF7 /—EHEE (BEiliE)

IFF7  — MR OCEBMN R, BB EINS.
BIIE (& ISR RHISEDIEEEA VA1,
BIZOMEZ R, RO CELEMSET, G0HE
@iﬁ\}#{ %) i@b[] L&\/ \ﬁ), i'ESjJ[] L/.( %) bfﬁ’f&)éﬁ’ 208, 220, 221)
(L)L B).

IEAE AT T2\ EFR AT DR D By, ABTEANIC X 0 FE 130
KLtk 6 » AKiiTaH Y, & U NTHEZ A7z
FMOWE, BEMRICTER (FER, KBRS, M
BIRFT) 7 E OB - SIISIELEO B ER L, IEDY)
AIWEL D, Lo T, DX RERICBWTI,
IR R R T - FHROBO, PSR ERET S
(LU B, #1589 @G LN R A SROZ L), F72,
fiith, WHEEEELL FOMIRIRE - SR ED D), IR
EALT A 2T EINLGAE, BFM, A7—T) -
AU H =0 aryil T, HERANBELTBLI LN
IS N D,

1.2.1

DEHRRIBENTE

M7z CIBHE STV A HE1d modified WHO 43 5H1%
AV END Y. IHRICECIHEEL, FBEE IR
DFHITRIFTH S 252V (LA B). 72721, FhitehE
BRI AR 2 S 0F 5 2 2 LA 5 2. A
TOFAMBNINBIHFMH BN LR TORERARNENR DO 4H
FEASEA T2 2 RIS ETH D, BER
T A A REIE TR 2 A OET 25 EE, RO LR
KVB%MSET L. B, MM EEREENE [ L
KE | OIEIZHES (552 % 2. fimIEE* RO &),

1.2.2

IDERFRIEAENTE

M ERE SN TV B AL, modified WHO 77481

%)

/
7
I A EN, WRICE AL, R EREoF



BT EIFTH 2 72520 (L)L B). HEHERT NYHA /OB
e 1 EM EoERITIE, OAEZEHTAZEDD
22V IR AR [ e | OIS (5
282 MiEsMEEZZROZ ).

KEVRF TGOS 256, HHRPORE A A
WCEVUAEDRIET AL D LN, B, HRFOR
IR P2 FNZE < 7200, R - HEE XY
I ASNSY (L) B). KENRFM OB L
TIRIMAEREEIGENTH 52 75, ACE BHEZFIIBIE
HHE LIRSS 5720, WiRPIIEEZTH
5.

1.23

DARERRISTE (BEFRRRISE) i

HRERL B MEA 7 <, NYHA OHREES T ~ T &
THIUL, R X AT %Y (LvB). #lEE (5B
BIRB L O, ARz, AR (L=
Ik, eeBEETOy 7)), MimMEE: & REE 2572
O, MIRET O3 72 DEERERF S 2 Ch B, NI L
PREBERE AP L B A AT B T REME SR
GBI L EL, 2, AEERIR, 2eRETay s, bk
SR DI A TG w5\ 2024825 | 2235 T iR lRT
DUARERAREIROEBUIZEE 2 S 522, i
FEFRAEEE [ e | OIEICHES (55 2 22 2. il
JLHEABIROZ L),

HEAV L 72 Il il o L COAREIEREIT OIS EDN D
%738, ACE HEZROMHE NG BB M & T RE
[ VNPEIS Rl

TP iU B2 8 AT AE % B (heterotaxy syndrome) o 4 W
(asplenia) ¥ 7213 45 B AH [ (right isomerism), %5 4 JiE
(polysplenia) F7-1&/EMIAHA (left isomerism) & XX 5,
P 1 43 OIS 2w 2 S 0F S 2 IEfERECh 5. HafE
B £ OV I O O LA BRSNS (H

BN 2) 72012, COHEEE 5TV,
1.24
BN ERATFAERASEMT

M 7 G ST 2 613 modified WHO 43 %1%
7o AN EN, EIRICE AT 2 72 (LA
B). I A VERMZLIERWIZFE L THS.

1.2.5

FhEN AR IRTBAE T

I 7 IR SN TV 53513 modified WHO 434813
75 A TICHHEN, R - IS XRS5 720 (L
NV B). BHEGREDEA L THhLEITHE, IR
T =T IVEED HWVIZE T EE T 5.

F28 BROEERRIORE

1.2.6
FEXRMEXBIIRFAF IR

Konno FAlff4ld, %52 % 3. FFEAEDIHIZHEL 5. Ross
FAitRIE, KBIIR IR0 KBIIRAEASE & AR, #TIRIC
£ 2 KENIRBEHE O ZALDTC R OBERE 2 PR T 5720,
REIIRILGE D HEAT IR 2 E4 5420 JETHrplE AR,
REDIRIEAR % PE ) FEBI T, REIIREEDILKI AL - THEAR
DY ALY DT Y. Ross TAEDIFIRIZBNT, K
BRI AL B CHBIIR 7 R Bl B R -2 OFE A Fp ~ D RE5
B L, IR RIEIRA O RME A BHEIX e o 72 20
Wt idy 527 PUBEBE S LI E L%\ Ross Tl I3
OB E BT SN D720, KBRS BT Z L3 L
FTAHEFELEICE ST, ZRICMET AMNEEZHND.
Ross T3 H OO EELTH 508, FHEFHBIZAT
Waild 52D %{Rnizn, IEDY A7 IEE W
Lo, B LR T 23T 5 (L)L B).

1.2.7

Ebstein f&fii#&

HOHEEEATE L, AR SRS E Y, A=EibE
W7z, IR OREARFFCHRBEILREZEL, k-
BEREREED ) A2 3D 5. HRHGERE LT, =50
AT (Cone T4l, Carpentier T4l7), = RFFE
#4457, one and one half repair 2 & S F XFTH 5. EIK
FZ X BERFPERLNE TIZ, ARAMRRIC L) Frbkfe
DIETFRAOAEEANRI LI ENH DL (5525 3. 97
BREA SO L), WPW EMERIZ X 2 EEHIR D LA
ERWESES, THRERTO NYHA UDEFESGHET ~ T EET
HiUu, HREICIHET 527 (LY B). KD LEPEE
EAROA, FREESE N E SN RBEAT 4T
BT S P OBBEFIHED RS Z L D7z, N TLFiEk
MBEOHEDEDT, IED) AZIEENEEZLND. £
2T, AR, SEEEO.LABER T AT S (L
)V B).

1.2.8

[EIEXMEER(IAERTE

BIERIMEREE, ROEFLHFNEETHY, £
DILEDFEREFTH D =5F1d Ebstein FIEERER T % £k
I ENDH DL, AEEIRT AN E & I, =5
WO BB EDL OB T 2 B L s 5 Y, 245
70y 7 A PO b 7

FHHTEHET 2 0NEF LD, Hias VSD Bl A
ML OERERYAESE) IBIIRITL S Y EAE 2 4 ) Ly
Filr, ZRFERN R ETHD. BETOY ZI2IFR—R
A =N ZABREITIGEDH D,

ROEPERFAETHY, modified WHO 73413 7

2
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FAMNIHHEN, ) A7 HIRICZR 5 Y. ZRFpEHR
Mrfkid 2 B 3. FRBIEDIHIZ, R— A RA—HHLZ AT 2
6.3 PIAEIRIGE DI ). —HOIEBNZ, HERD
BEFRERERY), EZE2KOLZE L T % double switch
FAR***ATONT VB DY ZofliiL, FEROR R
BRI 2155 L £ 2 5N D, B CHERERD
IR T E A,
RLETHLIEEOZRAMR A RETHY, BE
Mtk d, NIRRT 5 ORI - BiSHEIFEDH Z &
WLz, IEDY AZIZEWEEZ NS, DlErs
SRR D NIRRT & HE3E 5 5.

*** double switch AT : LG & KA O ML HEf I A4l % [7]
R ATV, SIS EAMRLE L D (LE AR T
& % Mustard FAl7 b L <13 Senning Fir &, KIME A2
FAr D Jatene FAlid L AXLHHEE FATOMA G HETIT
b s, RO OWTIE, AR OE B S
AARTA Y QOITHEYETHD ™ 2RIz,

1.3
F7/—CBHEE (EEiE)

Fallot MUfiE, SEa RIMERAE, 15IEKIME =i
MRS A S, HOOEIMITBREENE R L, EHE
BRI B EE OIHR - HEDSEABINL T 5. &
FEEOBHMIILBAA, EO LD RIBHEME 7230 B H
TNz Lo T, HIRMERE D) A7 REHICBIT 5
HEEALSFSETH L.

FT7 = EHEREGERE, BENZLED T, IE
DY A7 HPL TR DS, IR R FA - 4%
OBBOPHEFHHZEIZ, T T Y AOBEH» 5 ACC/
AHA OH A R4 TRELT LRSI TRV Y (3
1 89 g CHBRER SO Z ). 72721, RALL
REORA S 2 WETIUL, FHREIAELWET ALY
1, BURER TR FREDHRNIIDZRETRETHH
9.

1.3.1

Fallot TUHAEIE{ET T

BESNTWLEEDL I, IR - HENTHETS
55V (LU B). IR - MEED ) A 213, (DHERE 5
iE, FESSIEDREE L ERBIEO R TIAEA SN A, HHURR]
BT a—, RV —LEMBEA, L MRI % ETHRD
Ffliz Lo iToTHBLIENEETH L, —HKICIE,
NYHA CEREGH T EOSAL, OAERANERO AP
1307% L, HEVHEICEFTELZ EDS W,

JT4E, Fallot VUBEIS AT #2 8 O UL AR e 1 X IR 123

ML TV EDHESNLA, N TIZEEBIR L i
RCOMENI D, BED S HEEORBIIR A - 5T
DAMC, TEBRBIEBICR EREEN R WIGEE, iR - HiE
) A E—fEOIFRICHT N 2223 UL, mEEL SR
FEpere bR, MEMEIRA T (SR AL 2 LA
%), HEBERELZ 2 BAE, HRICIIFRE
BRANID A 720, A OGO, e - O
LEDARBREEIHTHIEDDHY, O REEPLET
HB2BY (LAY B). SHBIOWE TR, EIRESR
TREBIDEIEFE N & > THFEIZIE ) 25, 8 ~ 20% (/LI
FOEGREZ 2D 557, & (2 NYHA OHERESHE 1
DAL, HIRPOAREPRE B0 D 2 DL L, HEHRD
OGS 13 RBEICHIT 2. F72, HERICKEIRILA
RLKERFATATEE L, KEVIRF BRI %25 2
LidnBY,

R A BHE R B O APHERR, BHEO.OIINE R A BHE
I v, ERAEHES LT, WEYRO 20% % 20
bEDIZ, W, RN, 5k T OBIE,R &%
HHETS50%ZHB2 5LV HETRH L. ROEHIED
30% & £ WA, KIS ERA L E/NE (small for
gestational age: SGA) L RETH 5. JFIEY A7 1000
{, —MENDE, REFRILREL2METH LY
(L)L Q). B 27120 TULRIEINAT O R & 450
Rt OELIERT2MEbH Y, GBI EN
Z) 239) .

RO OGN 1L, 5% VSD, HEEELL o flis)
WRFrHzE - Wijic, FEEEELL EO KBRS, AT RE
ARIEAE (40 mm DL 1), HAEREAS, EEEEAE (BR
R 40% DUT), SEREAEEIROBER:, RISEB, MRS
D7 & TH 5 22020280 (L)L B), IS A <> b
OFHRFE LT, EIRFII O MmEERNEST R 1) 7 ZFFRAS
7F K (BNP) #HHTHY, 1 MFEERETIE100
mg/dL %2 BHIN S DL H 5 12

T/, EXRICHIEmMESSL TV BIER (& <12 VSD
FNBIRES) 2D, ZOBED) A7 IZEFITE N
(52232 MiEsIEES BROZ &), 22q11.2 RIERERE
1% 50% OFEIEEMRFED-D, B LEmAT 2 7
EIROLUERBIEE R LEXH B, L L, Fallot
VUL A B L 72 FEBERE O AR B Ot 3 FEH 12D 7 v
DOHPIRTH 5.

VSD HAEIIRFASHOASEM 721, AR - DS RET
HDHN, MERLATHERERD B, $72, BHRRE
DFERE LD D NSV E ENDHDS, IEIRHFE M
ERAT: A FORE Sl

T LD L, Fallot MBUEMBEIMRIL, Z<OHEIER



BRI TV L7280, 1R - MEICRE S 2 RHEO.Lf
B AT I IR, 72720, ERBLOED) 2
IR L TRV ST W R W OB LETH S R -
HFEfERRIN T, SRR A el L 2 B R 4,
TEREEREARS, ST ZR ETHY, LAEOME  JHR
AR EZ D 2D 5. GLIRATO T4 72 DI EREED
FEMANLEETH S,

S OEERMEIAE LD WAL, IR HFAE
PEATH) T ENERR NS, HER, REWRILARLKENR
#Ji(l——ﬁf)g‘iﬁ’?—?j_é : k ﬁii) Z) @.(“iji%‘lr:j—z) 232, 233, 236, 237, 240)
(L)L B).

1.3.2

S XIMEBEHIAEZEER

BRI T (Mustared FAiid 4 V213 Senning 17
%) X, HBEIMEE LB MO GENIV— 2 /EK L T
B L 724G R, HEMALEZIES 720, GRS BRAMN
(ARIE) (2INZC, RO &AM I 2152 2225,
R A7 %D, F7-FAiE ORI/ AER] TS
MEPEAL TnDIENHY, HHOFHMALETH
B2 RN T, EOSERRRRS B
MENBEEOLAE, WIRPOY A2 3HF ) EidR
VA (LLB). L L, BHELAENR (22%), R
BRI (18%), TRk (14%), YLHFFE (24%), F
#E (31%), HAERER 22%) &, ERYEIHEDL S
WA F 7 RERCHKHERERARRS L, HERD
10 ~ 29% & @ 2450 (L)L B).

AR (ROE) FREIKT, EEMEILTE, ANERZ EH
FTTICEPLTWAE, FHRE HITHEE B SUNE
EBY (LAVC). IR HERIS, DARE (16%),
GRS (1 10%), ZRMilmE LEM%
Gl REHEN (B %), A EL /R AT LN
BB (L)L B). 72, HEROLEBHEEES L,
FHESE % 4% FLEEIZEED 5 249,

LDENERTFREO TR REELATAEEZOND
H SR TR =0, ZoR R cHiER L E
LV ESESITWS 'Y ACE MEIE O LA B
L MTTEEOT RSN ES TH L T HEH L
{FTH—FERERLY. 00, WEHON Y1) 7
TR LT > TBLEDNH 5

BRI AT % (Jatene FAfT) 1%, —HEIOHEREIX &
<, RERD gD i vz, ERBEICD X R
LEZoNDL, ARICBITLZTHEFHRTEETLLE
S HIEINRIKZE, KBRS, EBIIRSEA - PAZEIC X
2 B2 7 EEE ST AUSIFIRIC BT A ) A7 L 20 B,
ZEBOHRELE VOO, 1R - HEICBT 5

F28 BROEERRIORE

B B 2 AR ST B 22,

Rastelli FAlii&OMEHNR - HEEDOEIEF 725 < 1d %075,
Fallot VABUE DIEIEMT % & FAROIFE B L 0%, (OFE
RES & K, HERMBEENEE CTHRWIGAL, R - I
FEDY) A 1FE o P32 R R A2 s D 3y
Hld, HEEREA S, LN, OB & O RS
% EREUDWHEMDE C, WIRANCTFAM I X 2515 A
WIEIND., ZO7-0, fHRENIA SRS s, b
BT, A=A EORHIE 3T ) LERH L. F
7o, WRA A BRI DSET T A 2 B 70
HALETH DY,

1.3.3

ZDthDIFRITEE

PSS, TR A SRR 2, VSD D%\ iis)
NRFFHSEIE 27 2 E COHBEDORENH 5. AR
HENETFMICL A EEZONLD, HZEG B
Rastelli Fr CHIUL, Bk & By, TR - PRI EE
THhbEEZSND. one and one half FATClE, WE72
REERREBI B AN 72>, Fontan TATICEI L CIZEOIEB

WA (5825 LS. B L RER BIRO 2 ),
1.4
F7 /) —E5EEH

F7 ) —EERETLERMELEEL TR - HEOH
& HHEER L) AT, MESMESFELES 20 ) 0
SO ERHEELKRA L N h, LIz T, RIARTA
YTIET T —BWEEEZ LT O 2 DICGELT, 1
TNOIFER) A7 EHOH ) FIZOWTIHRS, §74b
5 [MSIMTERED WF T/ — B R OEE] &,
[Eisenmenger SEMERE ] Th 5. MH & HICTHEOMARY
AZEIERITEHNZ EAHON TV 5, ArEIIRRICE <,
BEIIEICE . BREICBWTY, 77/ —EHER
B OILHR - W 2130 %R, SRBITD
Batdize AL v, LarL, ESClE, 77/ —EWER
PR BEZED 18% A EL R L Tnb e HELTB
DY Ltk LAETHRIL T BHENA D 2.

1.4.1

RMEEDEVF7 /—ECEXE RS

IHBIIRPASE - skzea kS, it EloF 7 7 — ik
FeRMELBIEAS, LPUBEMR A fifT SIS, 77/ —EH
BAF L CWBIREETH 5. MG N D 72 O Ul B T4t
(Blalock-Taussig f# ™ *** 72 &) %2 TV 2561 dH
%. Fallot TUfiE, e RIMETRAE, RBIIREAE, Hois
SE, ZOTPASIEZR EARELIRATH D, Ml - )
A7, FT/—COREIKEL, FIBEBICY AT
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BV, L THRIBAD ) 27 D55, 1R - HREICRES
FHMRD A R DR E R 30% (25060 5 2920 57 ) —
YOREIRTT 50, EEREHS DRI (L
~N)LC) (FR29).

**** Blalock-Taussig #1i : #75 FIYIR £ BEMYIR £ Wy &5 92
AT 5. WML BB ORI & T H i
THAT .

a. BIFOURY

IR, RIMERPTAME T L, AR NS 572
OIZ, —fRICF T/ — BT T 5 &£ E 2 THHE - [GlEo
EHAT) LEND L. EFREBIZL A, LTS
V7200, IR D78 B R RIS O S (G BB A
BSEIGTE T, BEMEROENL, OB T2
PEAOAREOMEL EE2RLIEDNH L. Lirl, I
i - HHRELC & A RHATEHRIZS e 2200 (L)L B).
ISR R, /G, I/ IMEERE R 7 &S
IMEERE R, & SICMAEREZ PR 720, SRR
HIMEE LR T VO TEEILETHS Y (LN B).
—757, TR A U 2 RS A TTE L K Y B IAR R
RPAEEAE LD LD S, EHEIRIIRREE, s
DIMBIEDEF & 7 210, Pl ks, #HEREO
PUBESA OB ICE L T ROFK—D0 % ST
WS, IR IR TR TR D 7201278 v &
BIGED D B.

b. RRODURY

Bal) 2 7 3FRF <, BRI, HaE TR, TE
PIIRIRSEE RGN %\ 202 (LAV B), EEFT ) —+
T BROEEIIHES NS, BIRINEZAE (Sa0,)
D385% LT Tld, AERZHONDLHERIT12% & SN,
IEHRAIE 3 % H TOWMEAZ V22 (LVB). UL,
JRRD) 27 13F 7 7 —EOREZTTIEAR L, ARRE
Db o TVBF 7/ — LR OB OTEERE R OHERE
(3R 1B IKET 5.

c. BHADIRR - HERFOERE

FEEE ke, TEIRIE, (UEERESE 2 AFIRRTIC T4
(ZER . OBEREASE (BRHIER 40% LLT), 77/ —
VAT (Sa0, < 85%) DAL, K - JaIR) A2 &
bITET0, WD D VIZALHET S EAEO 5
22529 (LOy B). JERESI O M 2R S TR & L C,
BAKD PR R MIEIC A, ARG 3 # H2 S HipERR 1 7
RISHUEBEREZIT) 2% 5 " (LL C). JEBRE)
HEARZESE, 7o\ LEERHIEIS DS A3, T EYIR %17
5199 WEIRTAII A O IR, R R B AR I 3 A A
FE (Sp02) E=F—%AT). REESMOBE, #50)s

x29 F7/—EHERBVREREEDIIRICET S
BHE - BRIROSHIE

o DWEREIRTS, DA

o HIM, ARK

o MEERA, FEMKEMR

o F7/—UEE

o NEE, RHIE, E, EHERER
(TRTLNILB)

HIEENDPY (LN Q). F7 7 —BIHLEEIL IE O
VA7 BETH LIz, IR T8 - LoD
FUREO PRS2 0% 2 1 (55 1 25 9. el D
KEZBHEOZ L) (L)L B).

1.4.2

Eisenmenger fEf&E¥

(852 % 2. Wi iEEE ZROZ &)

G B & A% O A A SR R, I s & 77
J =¥ BT AWM AL SIZE60T 5, e
NG M PAZE IR A TH 5. HIE O IR L B2,
VSD, ASD, PDA, -LWIER/KIEAE (5 % i K FR )
HEM, BREOREBELERICE, BIEIRE T ER
ODFT ) — B R B R EDEGNT L. FT7/—E¥B
L OWH M AZEMRE DR X 278, Tl - ED) A
ZIXIEEITEN, FBNARIE /AR ILE > 2/3 O sl 5
TIE, AT OWEMEA S 5 Y. L2, Mm%z
1R 2 O AT L 72 Eisenmenger JEEHRETIL, FIEE DI
EbOT) AT DEL, WREHAT L7286 OFHMATE T2
1349 30 ~ 50% T4 JRIEIETHR L ER (50%) ThH
% 31264269 (L N1 B). 1997 ~ 2007 4F @ Eisenmenger
IEBERE O - HMEOHMEFITIE, FARFETERIE 25% &
TFLTVS, HETIE8% LWL H 5220, K
RELTIEHREIEFICH N EEZ ZRETH L. 2o
72, Eisenmenger JEMEHE COMARITHET 2 2 DL F L
W IR L 72 A, ARG ER SN S, F72,
IEURAE G 1202 L7220, L2 DN T 2 2 & asHEdE s
%1% (L~ B).

a. BIFBLUBROURY

Eisenmenger JEfEREIL, F7 /7 — VUL REGEEE ETH
FRIZIEIR A T 7/ — B O A R, Il e & 12,
T I ME 2 5SHE T 5 2 2 A% 5 195265299 i B
FEMIRAE AR 720, MEEPUSE S S, HEREOZ
G BRBIRE LI LIS SR T 5 312603268209 =
w7z, WEROZERm (F7 /7 —E0EBICE), M
MEEFRFEO/D) 128D, MEMNB L O BRI
TRELLIEDH D™, F72, WhfURHEE FENC, B
MAEE) L bd 2>, BRIETIE, BOICHEREH D



515 AR 5202527 ZECC I, BRI
iE, MEEREZ S INMmIC X A IEBRIMEE A, HEEZOZ
W EIRR RN T 7 /) — O AR E LR &0k
W52 TR, ERGME B L TR
WEDHED D LT, BIEGIH L CHEWRE AT
TWEEWAINATAND L. 2Oz, BIKTIE, ke
Sl DBEHBIIAS A THRN T (L)L B), F7/—+8
DEISEFEC L BHS, TFREHE, FEIEDMHEATE 3203269,
Eisenmenger SEBEHES, kL T 7/ —EHFRAE L7208
BTHHI, IEOF)AVBELRD. LoT, ik
CHERHITH - WEOBO TG 2 HERT2 (1%
9. BRGMELNIR A ZROZ &),

b. iR E T BB DML (T 30)

) 27 E TR S 2T, e BEED IR
M a ML T A AE, R 20 ERIBIE AR E LCTRE
T ht, BOKOTFHRPHIEL T, PR IR R
WAZAT . BEINCIL, A P 5 R0 Mken 7 B 0%
A&ATH. R, SpO., MLLAfEE=y—1L, &
T, EPREEERES" (L)L C). FEYM
BT, R ORI ESUL T 28, TX 5|
DIEBRBIRE® — B IO LU e 5720 7 7Y,
REBIMCIMEAR T BN & 7 2 O TRZIZHIET 5.
FETHICILRILHE 2 BT BIIR A & 520 5 2 E 3%\, Pk
EFGEDBEEIZ OV TV E T EROK—D A5 N T\
WS, JE1T A AL, AR 20 B S~ UG A
MEL, HEBERNCHIL, S512, HERICHERS 3 .
LAL, Jek, HIEmos# - Eisenmenger i 5 #E T
A UG IERE LTSRS 5 Y, R, w2
HERNE AR E L, EHIRERIERBEBORME LB Y
179 20 FEMO—mILEER, YVFF TV, Kt
V¥ v EORIMAERSEOMAIE, WE IZRERITRE LN
VT, B TIEAL 2 RARES RO LD LTV 7%
W F e MEEE R OIEBRIEBIIA LT, #BIIEER
FIZX)Em SNB03H 5208 TLATbNsbDTIid%
Ve,

#& 30 Eisenmenger IEIREFBEE DT IRItG T DIZSD
RN

o iR 20 BLIEIFATEIE, HEZD 2 BEIFARSE

o MRIKS

o BDE, FRERS (DA2EHE)

o HERFDIDA, EiRE, (REH) BHIRMEZREENE, <Xk
1w MEDEER

o HIMPIMEK IS K DERENREZ(LICHT T D HIHEILNT ity

o FUABEERRDER (FEROAEICDEEHRIFEL)

o JHKDFRG, FHIMIE

(FXTLANILC)

F28 BROEERRIORE

#e0RLIZ7% 575, Eisenmenger AEMERE DU - M,
FEARFE T (30 ~ 80%), FAMEAEL= (#50%) & b2
Tz, R - BB B C e AR EE NS, HE
BEH~ 1 2 AU % & 5 2 L hi%\ 302 (L
~)L B).

15
Fontan {7t

1.5.1
BREIPHRH CRE

Fontan FAi7 3 02 AB1E AR 2 e A HLO 2 1A TH)
BEHS L7 7 / — BRI RERE (O, il
IEIIRFPHEH, =5mPAsHZ &) DIRERFE AN & 02
HEANERE Bb 2B E L BRAHEERTH Y,
FEBRAN OB DE SR L 74T 5. Tk O
B & B Ik o I $W & %: (atriopulmonary connection:
APC) L. (RIERAGE) OB O %% RKEIR
fiti & AR # & % (total cavopulmonary connection:
TCPC) 258 &N%. TCPC B S HILEREDO—H%
FIH L 72 lateral tunnel ¥ (intra-atrial rerouting: IAR),
FIH L 72\ intra-atrial grafting i, Ol&YFEE T KE
MR % BB R \CEH W & L 7204 E 4 (extra-cardiac
rerouting: ECR) %743 % 77?77

FiTEBR A~ OBR L R WA 5, HLEIRIE (CVP) Lk
LR IERAE DI IEER 2 A FE 3 5. ARV O
BEE, HREMERIC LSO E 2 R & L7 8E
OGRS . BB AT L Cweahs 7Y,
HERERE—BLZVEAELS Y. $£72, A Fontan
it B TIXIB MR 2 GBI OFHIR O - M2 & 2 Ll
HREFRE R EIN TV 5, REBHOSIHEICIIFEE
FRERE SR & & A 7S ORRR R AR 7 & S DI R
BE<2 27 Bl B Uk (pulmonary arteriovenous fistula:
PAVF) %77 ZF v 7 it %% & G IFlas R ORE, i
e, BREZE R IN % A o L AR gy 277 280 280 g7
I B IR B &R BIE (protein losing
entropathy: PLE), BHERER 5038 2222 chb i
A AENEE ST O L Ol L OB ED T S
TV %8939 %512 Fontan 7 % 2% T @ aortopathy
DOHRD ARSI KBRS G STz ™Y
A Fontan fii % 8% CTl, Zl##s#E L LT Fontan
B FEICIEIR T 5 C LRI e 2 Bfe 388, A
FRIE I CEE L ShTnwa 7,
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1.5.2

3t 3
a. EiBEtEEE

Fontan flf 2 B8 13 AR OME DS {, TZREDME
WEENTW S (EKERFZIEREIEOHIRD - 1me o
BIEAVRIZ SN TV 575, BEOH G513 AR T
PEARAEE DM Z 1T ) S AT FE L (LUL Q).
b. YRI5

Fontan 7% 83 OMLARH 2B 3 2 fe Mg L Cw»
B\, INF TORBUSELFIN S FZEZE0 5 3 2D A7
A7 (CARPREG, CARPREG I, ZAHARA, modified
WHO 735) AYHsE ST 5 22098950 - modified
WHO 73381Z, 1320 2 27 TIEERl L ey B e A
HERESN, LVILNFEFHORED ) A7 GBI TV
230 L, IBRLHAELOAED Y A2 FF i % &
ATV, ZOFMiETIE, BE D) 227 1E modified
WHO 11 & 7% 4. TIEHHRIC X A TR R
ey A7 FERIMEESN. IR L AETERH
W) A7 DLAO EAFFHS NS, NHIERICZED,
PRI O E LY A7 LADTHE N, HAFA
DAV IBUETH D, IR G SN DA,
MR, HEE, EHROSERZEET, LR LU ER R
B 2 B UL SNDEBHTH L. IV ISR
BRI E 5 TEDLDTERT, RO A BHE
DEELRTH L. Lo T, HIRLTHHMEI T L v

1.5.3

HIRICEE S DIMERDE EFIRD Fontan fBIRIC

RNIFTHE

IRV AL S DM IS AL, AR, CHnEy
LA ERED, Z L CERREIERITH 2 Y. &
BFE O LML &1L, TEER MmN & BhFIREE R &
R A D a3 re B P22

WIRCWE, Vo 7Fy, JUrAsuy, JUiRysrs
YYY, TAMOSF VR EDFRIVE L ) A R
Bk 7 & O MBEKYUXAT L, IR 5 i i e
FIRT 5277, ZOMEE FIEZEE G 5585
AFEASERIE Lo OAa 03N, MRS RA ROBIGIC L D1
BEIMAE R 13 50% B4H0 Y, A9V B9 70 B & 7
5. MR OEERIBEIGEIH 30% FEEOBINIE & F D
29 SRR L) 132D v, IR T R R I
O¥IEED D, NS TOMBENEE L% k"
BRE D), BIEIRIE R A BEITER L b nE &
nonz 294)7

FREOME L Fontan 1§32 H 3 A2 XMHETHE SN
LI A #IZRYT (R 381). Fontan 7 # B & Tl ik RE
T e Dl AR, & USRS RS S AL o0 )
TR T 25 2, ZOIFHERSE TR L cA L
B DR DO E OIS RS L5\, Z Do i,
TEBR MR R MAERITFE OB LD RFEAHE S ND D, £
DEFOREZOWTHIRIZ R VW OPBUIRTH 5.

25, IIRZ T AEAIZ NIICHEE D 5. 215 modified 15.4
WHO 7O FEEE O D354HZ XL, Fontan itk H HIRIRES

XL EEN TS, Lo L, Fontan fli &2
PRS-, I OREEHHEIX 12 ~25% EIEHDEHKE

o 54:290)

= 31

IERTER

ZHOTOMHIR MEOHRE %2 KIT/RL (R
32) 5661280300300 118 5] ¢ 255 M D ALARASHERE S 4,
ROFERGOTFIGMEDH 5\ Id I 1235 24 ~ 30 7% T,
13&AETE NYHA CFERESHEDT T EE (98%) C, “FT 210

FIRBPICH T D EETEE S Fontan BIEODIMENZ DB

Fontan {818

BEESNDER

1SR BN (=+ 20%) EIAR AEEET, DIEEEMRER
TEIR (JEE) — B0 (E=5ER) DEaE, YRR, DHESE, AR GERED)
—EHEHE 0 (=+ 20~30%) EIARR DHEBEETS, BIEREAR
MmE ET#EER (—5~+5%) ' (?) DIREIIAR, DHBEET, siaErR
EHE B (=+ 50%) EINAR IDIREIIAR, DHEEET, AIRfErR
{BIRIMIRSE I (=+ 50%) B -
{AIMEH BT (== 30%) AN -




DRI 72 LirL, Z0 36% 3ii#ET, 8% T
DS T STz, Lo ¢, AR 45%
(255 #HIRC 115 A - A4F) LR (LUL ).

a. BIFSHIE

FHEDNE R A PHE TIEAEEIRAD 72 vy, 54
1 COEHIRPHE) P R—AX—HHZAREGDDLE
15% TH o7z 10% TLAEDFEL Tz,

b. BB, WHERSHE

TG DOV d 2\ IEH I EIL, 31 ~ 38 & FlLEsR
< (61%), HAREIZR 1,500 ~ 2,300 g ThH o7,
B, Ao AIHELX, TENEETERLEDH 20%, 36
FED 1 1% & o B EMETIREETH 7% 8 6l) Tho
7o F7z, WAEROERMEGEELZ GIHIF 5% Lo T
w7z,
c. ERMSHIE

RO G BHEIL, 17% THERMINATID SN2,
A 3%, Al B 28 v 1L R & A 0% v L SR A T 1 4%
2% L4 etz

#+ 32 Fontan i EEDFR - HERS

F28 BEREERIDRE

1.5.5

YR - SRR DIRAEEIE
a. MEEEE

—#%12, Fontan it BE TIXOALEITIZ, DUk
BEIRFRD D o0 O EEFREDSTLHE L, MAIEL SO L%
I, RIS S S ZEEREDS TS S 2 & 225, Fontan
Mt BE OIIRT OBFEROEHIZEE L S, 500
PEEREPHEE I N TS (75 A1a). L,
Fontan 7 %5 M ] C OPLEEFE DL STV O)
LB AR - MEER PSR EREE BT L T\
V. ZNFETORAMEIIZEOHRE T, HRPOEET
13, 40 ~ 50% TT AE) AR 2 X B HiE D
DIFEAT X AU T a7z 92289 301.302.3030) o 7o - 5t B 3
F o HATEN TR D o720, TIVT 7 HiEedk
B ENTOHEF DS ST 50, HEERIE TBEIR
AR DZFEEE TR 5 720 D@ Y R EHSLETH 5.
b. $%i&

— AN R R BEE TR HIMEA D w2 &%
FETG YOO DN LA HS R NED T ED s, s

BHE DMER ERR BIZ, #ER
NYHA
DEEE
Fi TEREBES | RS
s ST/ | _
e | OF | ER | PSS e | m | O o] wEom | || mnE e w6 /0| 28 e 0| TR0
HR(E / RiE | RE
-~V
bbio MM,
ecta;'l(’ 19;;%0, o1 | 33 | 55 |18 1|1 |1a0] = =10 o] 3 |234|1|—=10 |16aD)
Drenthen W,
etrZT 2;;66” 6 | 10 | 28632 | 4 | 1|5 |12 |a@]|1|o|1]|o0|swm|2a]2|1]1]| o0
Gouton M, 2 (LSVC,
saos® | 37 | 59| 27 |omo | | 4 e | 3| 4wl 3| 2o | 1| |tws|s| 4|8
Caddwell M,
e?alv;?)wa"” 8 | 43 |204| 80| 14|06 | 3|1 |wan| 7| 1] 0] 0 |293]|162] 1] 8| 1 0
Pundi KN, 18/ 2 (VSD.
oy | 19| 70 20| 6 3|9 | s o] 2| 0| 1|1 |®1 2|, |31 0
Zentner D, .
ef;":(;wm o7 lw | —| =5 4] 1| s o = | =18 |1885]|10]|— a0 —
(24- , 1,682-
21k 118 | 255 205) (81/2)| 15| 20 | 92 | 18 | 12 | (50%) | 17 | 3 2 2 | 26-38 2344 66 | 16 | 8 5
0 I~
HE (%) - - 45% | 8% | 36% | 15% | 10% 17% | 3% | 2% | 2% | — | — |61%|19%| 7% | 5%
il (98%)
SEEOBH - | = — | — | 255 | 255|255 | 115 | 115 100 | 100 | 100 | 100 | — — | 108 | 8 | 115 | 100

ASD : DEHRAIE, IUGR : FEAREIEE, LSVC £ LEXRERE% NYHA : Z1—3—270%EE

WA IAF, SVT : EZ8EIA, SV D=, VSD : DEHRKIE, *: EE

%, PDA ' BIIRERIE. PMI I R—ZAX—H—
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CRBEE O - MEOBIG, FEICHET 274 NI 4~

MASHEF XT3 153 (75 2 11b). LA L, Fontan
Wt BB THOINT TOHE TR TH LRI L B
EDVHRE SN, Zol3E AEDERIBEIGE SNTWA. L
AL, Fontan fiif2 & DM EYIFICIE, AHHES L COMER
H:ylmliﬁ%?? < ) (é‘ﬁi‘@léﬁl &73)3‘/}\7’; < tfl/\ 56, 61, 289, 301, 302, 303a).
Fontan JEER OMERH L@ ) 2 AR Mo LA BET
H0 Y RO, & A S R EE 2 R
EESUK T2 CUBED D 5.
c. KKDEIE

TEBRAE B3RS STV, BT I
TOEKE D720, WY CVP & #ER L MUEACT 2
CRENSD, F72, WRBOEIRETEN, A= 0]
BN, Fontan JEBRMERHCEE TH 5. Lizdio
T, WENED EFIELEORBER 2D S5 Eh
LEWRFHOREILE#ITLZ e L, #E, TR
W51 % W, S N EHET 52D UETH D,
%72, Fontan fiif2TlE, BAZFAT, Fontan V— hD1) —
7, PEhEIRE, A IR—IE AR A TEE D FEIC LD,
BERAEERPBEL TWAEEDHY, IR 1V
Y =7 ETCOLRGERDFETNLETH 5.
d. SFNEROSEEH

NS DOHENS, NYHA DEEREHE L CTHE LA
BHED R, UlitEEE R &0 72 AT B R B AT H 0 L
FChiuL, WRMEROFHIID VIS S L. L
L, Zi1ETO Fontan MiZEH ORI EZ, KA, 73—
Fr—, ZLCENSWEPTICHBETZLENHD,
NEB L OESRZRNEL, FEIRAEL, DIEIVEF R & O
7 SRR T 2 OBEICI ) fLE Z L STEETH B 937

2.
Rilif= [ FEFE

it 8 L O 58 #1E, SFHEEIIRIE (mPAP) %% 25
mmHg D L OJREL Sb. 2013FI2T7 TV AD=—A
THANZE S HEREMESIET — VR - 2RI A
(Z—=2A&H) ™ 12BWVT, RO LI TS HIIHFS
N7z 2L, BLICMIER (RLEEESR) BE A%
() MRS, 7o (RL=E) Aehl, il (F
L) REEED S OMMEIRTE _FA12 L 528 7%: mPAP
FRDPIEAIFREE SND. LH 5T, 52 33 FIEE,
B2 ESLIE, 2SS LAELEDHEY TS
72E2G, 3BIIMIERIC X AWETH D IR E R EDR
Hixfgfshs b, MmEEICE SRR OFMIIVE 72
RO L% L, BFERG 7 EOEkD 5 OERDII O

& 33 FBEIRTRMEEDDIE
(=Z—253%8 [2013 £])

$18 MEREMSMEE (PAH)

1.1 $5FME PAH
1.2 BEfniE PAH
1.2.1 BMPR2
1.2.2 ALK1, endoglin (BG4I EMESIRESH /
JEAHE), SMAD9, CAV1, KCNK3
1.2.3 TBH
1.3 EY) - SYWFEFRME PAH
1.4 BIEKRBICHED PAH (associated PAH: APAH)
1.4.1  fEEHE#R
1.4.2 HIV BT
1.4.3 PIHRETTERE
1.4.4 SERMEDESE (8
1.4.5 {EIMIRSRIE

F1' 8 IMEFIREAEMEARZR (PVOD) 8&U/ FicXIEMME
[EfE (PCH)

178 MERSEMMSMELE (PPHN)
F28 EOBIERERICHSMSEMEE

21 EZEEARE
2.2 EZEiGRAE
2.3 FEKE
2.4 FERM/BREDLRARE / REBHAESKULEXRME
IVERE
FE3¥ MREDB KU/ FHMERESRIAEC S s IERE

3.1 IEMEAEMRER

3.2 HEMUMESR

3.3 R EHARUDREAESZHD &S
3.4 BEERIFIRES

3.5 filEBRKEE

3.6 SFTCBITDISHERE

3.7 HBERH

£48 IBHMERIEMEMBMOELE (CTEPH)
E58 FHETHESETFOXN=XLICH S MSMELE

51 IMRER EMAMEAN SEEELRS BES
52 &HMERR YL =X, FhE#IKEEE U
JBREADIEE
5.3 MHMEAR HBRER J-Y Ik PRERESR
5.4 ZTOfM: EBER RGN BB E, XEH
S IMELE
(Simonneau G, et al. 2013*® & +))
©(2013) by the American College of Cardiology Foundation, with permission
from Elsevier.

https://www.sciencedirect.com/journal/journal-of-the-american-college-of-
cardiology

B EBEIREE - Tdw v, IFREERDT A I A
YERBEL, BBROBHLHMENOT IV MPIEEND.
SHORE 4 OREBICEE L TH ZREOHEH % 25 (M)
WZEHMI L Tl L, ST, ARSIk
FEMOREET, M ERyUE (PVR) EAIZ L) mPAP
7525 mmHg Pl b & 7% o 72 1 BEORGEINR A & L (PAH)



BLO 4 BB RS IME (CTEPH) €L T
FRYPERBIIRSE A2 X 2 M MAEREIC R L Tl _RTwnw o
LE95.

PAH (283 2B UL, RISl IR VE M 5
MESE (IPAH) OE#ETRE 2 2%, FRBORET >~ b
O—)VE4T) SEDNEEE LD, FO%RHIT, HEHiklk PAH
WCBIL T, FOROE R BRI B OEFIRIIC LD
KESERFHEDNRL D20, SHIZFELIFEHRT S,
PAH (EBEFEMEIRZE 12 & 5 B ILIE - NIRIEE DT 5
MAEPAZEIZE D FRREIC N2 e (284) PEDPAZEASIIE
ENDBIRETHY, CTEPH TlIREZ MRS ML
5 ONGEIIREAZE - SR TR E 20, MAeVEREEA %
WSS S IPAH BROBGEVEARRZE LS A SN D, T74b
B, FEWIMARERZE OGRS IPAH FEROZEYEF I
Z, PiBtERED MHE SNLIRETH L. £ LI
ME—DH B ED NIRRT B - 721 NIRRT 2
T, EbOTHMGRREEZR SV — RO T3 b H3E
CTHESZ L, JEHIC BIFRBREE T B Twn 5303,
ZOLH %, MBMEEL Iy  a— V357200, HER
B2 B CIBIR TR O 2 5 F 2, BEOIHIR - HiE
&) EHT LS ROEZELRETH 5.

2.1
RIS DI MEEDFER - FIE - #5l

TR SRBMIA OV TV AEETHIUL, RIBOHA
FIZHE-> CTEHS B 2 L1272 575, ERR TR 25
e BN OSHE(L - EZ AL, Mo THERIND
BEbdb T, HIRE, BEIIEE b
BOZWNIONWTIHAREL, FERED ) 2 THBMHILEE
THY, 2%5T, MimEIMEEDRMER & 771 TT).
REEEDTE UGB 20 ) DBk 7 — 7 VAR R, TR
SRR CR 2 ARt s » Fide e ik, FARr
R TSR EECH D, IiEIEEOMEEZINIL L2 —0
=RF MGEBZER) EBZEOMEDOHEE L TITH 2
275, FEEEICELTIL, Lo —g IR,
FHEMERAIC LY, EMRTHIUIBBLRRALIED
K, My v FAMEHTE R \W/2oHIZ, PAH & CTEPH
DR ERNIHE L . 72, PAHHNTOBEREDE
BNCBEL Tld, BRI Cd 25550 PAH &5
PAH O# R ASWEETH 5. LEh - S7ERE OB IR MR 3
FIE (SpO2) 12HNZ T, (Ll MRI 2RI T & 4UE, Btk
MFEOTE R EBR DG IDRE D S5 R BB WA S
b Lz, 72, 1 HOMEIRBZN RS (PVOD)
EREONBEMEIZDRICE 2 TR MEN D L. AHFREHIAT
PR LIRS B N3 2 ST R0, il s IIIL = A 4 9

F28 BROEERRIORE

S (I P Rsie) EFIIRELS, Fi 7K <o Fil i ML o 22
GHEALZELDZEDHY, SbOTERARRRE 25T
BB 4. T ETOPVOD AHHTEIROH S XA B 72
Spu iz, RS NEHD S e D B B Ml M DB
B SEHI, HH - HERT) L EETHS.

2.2

YR - HHEDEIE

2.2.1

BAZE

1978 ~ 1996 412 B 2 Ml g5 MUE i B ORHATE 31
38% L) ERTH 7278, JTETIE 25% IREE T
T L, MisS T REARE I L 22T RETHN
F16% F T T2 L OGN D 2277 IPAH BE O
BAIZE SIS, ALY 9% LHE SR TWA.
Eisenmenger JiE 5 B & 1L, 222 Tid 40 ~ 50% D E W
FETEER Y T, 1997 ~ 2007 4EEE TR L 728 Vo Th,
25% REE L ERTH o727, 11 PAH GIHHE OB 1%
b 23% LA LTV 2o lifi U 5 O &
FETORRCEDFEYHEBICL VKT LTV 525, 42 13%
FEOTESRESINTNE Y 2y ns7-hkRRe
FAEEZ N LT, MisiEERZ 2B BRR) A7 -
GIEHLA I T NO AR L 1TV 2 v, L72Aso T
) v ST A R S, IIRE A A 2
ERHERTRETH D (TIRIEIEER). RICITIRDSSEH L
72ELThH, A RINCATS S &k, RHRY A7 &L
B CIIEE LB L 25, EMRIZL L5574
AT 5729 2 T OIEIRMRRE & ) I I E - 223854121,
RO BE LRI BV TLELREME 2 D/ F— 2%
MATERT AL NHEE 2B,

2.2.2

iR - HERFOZB
FAL7ZZPVRICE D40 AE - FGBRAEDEIED 72
&, R ORIMAEIESHEOK T3 4.0tk E k
T X B IMEHERRCIEIR 32 38 F CHIINY 2 AR s~
DFIEDT AT A RO OAEIES R A SN S, K
B EMEPHFET 2 KL E% 5 PAH (CHD-
PAH) |2BWVTIE, Wb ALEEEH I L CREEE -
F7 ) —EOEALSBIEORFT IO K& BT LIT
. F, BEROTUED S, iBIRER - o) 22
b5, PAH OBEDEIRATOIIIEE) 720, sk
DEBEATHILELEL L. —HT, INHoREE,
MEA D G2, Pl EFHEOE ML, FEESLETH
. KIBEFHEDAEAET LA I REERDO) A7 b H
B72%, PUBREIEEOLEMII S ST 5. HEDR
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CRBEE O - MEOBIG, FEIZHT 274 NI 4~

B LT, REED LolliEmmEEOY A, 32 ~ 34
BOWREL, ENLUF OB ZE L7 s EEO &
1335~ 37 ACOWELFHT 27, HE (BhLE) FEhE
X BNP OZ B ER L CHEbI 2Bz R L 2L Hicd
5.

RN IR E A B 2 R T, R EPUEAME T L
BWEIITHEL S, HaE L RRIRHER S X 0 AR
AV IR 2 i - TR A LRI BRI & 275 EYIBA 2 5T 3 5.
FEFIC X - TIXFBEOFREE T CORERE & 7 BERHERTILC X
DN ER SRR CTH D, — AR RRFC X 5455
MEBEHIELIEIE, LAY A ZEOLTREND S
5273 HREE R, BRI EOSEMREENC X 0
NETEAL & BEFERE D TOHEIC X B MBI IR T 5. FIRER
5. prtEgRE 2 MEEE A2 S A ARL TT) & &
IS, ER 1 HIZABEREFEEO & AERRCT TH
VBEY 2D, F72, BAOANL RIIRET L AHMEL, IR
EROREIZE DT R— O MIEST 52 LT, R
FHMED A DL A& B A ERIEIEE LA B 5. Z
LT, D7 & LFER 3 7 HIZAIREERLH TS E L DMk
EHRI O/ RA BB 21T .

2.2.3

FELEMEREICH T SR - HERDS
a. IPAH

IPAH O&# % 2#\2, LT O PAH OB %479, 3
REGIZIE, EER - MiSMEOSE, 45 (i) OEALED
B OPUBEREORITO 3 AFEECTH L. TIREE
%, MimAERRSE (PAH RS MEHIIHkB T & TH
B0, LY N rA ARSI OBRENH ),
1350 2 FfedEH] (—fRfbgEs®R INOJ-RIKF T/ v v —
) U [cGMP] ¥ 7 FVfzE [NO-cGMP] %, 7O A%
FA 7)) VR NOEEE FHHERLHPIAT) (7T A 1a,
LAV Q). ZTHUZDWTIE, ABRRCTOEENEF L\,
BHAFZ I LTH, 202 RFEH OB AIZHERTE
(79 AMa, LNWVCO), ERDMKERS &35 —kic
ANT L (Ca) FEHEEICHL TIBEATOL AR Y ¥ —
E 7 O IRIRBOFHIE AR TE R (T A
O, LNV C). LALARDS, LARYF—OfkEETIL
REMTHRILVE SN Y HERENns (75 A1, L
NV Q). OAEERLE LCIE, FIREE A O
ZEBH. PURFESEICE L T, HRUAA OB BT T
(ZH#IEDOH 5 BEIIEHTRETHY, Zh LI OGER]
T4 OFIZE - ) A2 ZEB L THEHT .

b. SEXRMAEFEAMEIIRIERFFME (CHD-PAH)

R34ITRT LI, ZOEIT 4B HEEN S,
S IE1E R PAH &/NERSEBE (1) PAH IZBIL CTid IPAH

DIREH LR TH S,

Eisenmenger fEGEREICE LT, MMiRss3 CTlamd L
TWAIRETH Y, R IEPUEAMR T 3 2 4R 5 1
DEREEHEMC L 25T ) —¥ - KB EEAIIRE S
N5, MisMEEG#REED ) 5, Eisenmenger i & #
DBEFALEZLEZETDLESNLEFARTYTATT—H5
(phosphodiesterase-5: PDES5) [HEHD IV T7TF 7 4
VSIS By F T T 400 ol - EER S Ak
MEIEZELZ2ASIT) (T A1, LX)V CO). WTENE
TTZIVEEY 25— (sGC) HEEDO LT T M
PDES [l &5 & Mk IR L2 3 2 T REME A S % 2,
MEET2BELTT T/ — 0BT 22 EbH D70,
FELHEHT2LERHD (7T A 1D, LXVO)., 7
HAZ A 21) 2 RSEHNIAE - iR % [ KT
SHL70, FT7 7 —EEAL - MEA T AN 22
DY, ROELATHSIIVEPSEELTEATS
N (7T AIb, LXVC), fu7aAMEAIZEL T
I T ORI O & 7 5 M LR O FiiE R A5 L
BMERF &, Eisenmenger JEERFICB WV COKEEE =
fELIZ W EREENTWS Y LzdisT, 7O
FH A7) REFN O TIREH LT W RER D 5
(79I A1a, LNV C). PrlEEHFFICE L T, Hplo%E
FEDIRILA ST 525, EBisenmenger FEMERE Tld & <
B % S i) A7 b, N7 EAREIE T
&\ (ZFATb, LNV Q).

R A5 18 49 # 1k PAH (JF Eisenmenger 1b) % TId,

#x34 %1% (CHDICHS PAH) DERFR5348
Eisenmenger fE(RE%

LI ODANDLEDEEREICIDMEY ET UV ITHHET
U, WMMERRIIEELE LRZRY. AEXEMmaMEEIC
KOF7/—BZE2 L, RIMKES ESHERAEDEHLTLD.

BELEGERZHSE (left-to-right shunts)

EERFMAIRSES EANFRSES NG D. PEE~SEDER
EREICRD, MMERNIIEE~PEE LR U, EAERORH
TF7 ./ —BIFERHIEL.

EGIEETIIEHETEIFLEE (PAH with coincidental CHD)

NSTHRDAERREIED SN, FMEENOZHE LR (CIFER
HEL. BRERERIE IPAH (CRRLEILCVS. JEHEHHEIFRRCTHD.

EETERBEDIFVMBEFHiLE (postoperative PAH)

FEREDVRBDEBEFMNER CARFREEEDEVEOD, e
‘DS, FllEireHn B~HECTHaMEZRDD. BERERIE
ETHTHDZENHBL.

(Simonneau G, etal. 2013%® & ¥))

©(2013) by the American College of Cardiology Foundation, with permission

from Elsevier.

https://www.sciencedirect.com/journal/journal-of-the-american-college-of-
cardiology




Eisenmenger fEMBEAEE DR E ZosE\ T @M REE (i
Mkt - Qp/Qs > 1) THh AL THA. MillEILHRIEITHE
CCrmlitiiiit % B9 2 W tEAse <, Ay 7 271 Bk H
REEHFN O 2 &1 LY LFELL O PVR KT % #3720
BWEEEERILS) . RMEDHE DS, FHHIOFLARN 7%
AR - fili ;1 Bisenmenger JE 5 #F 12 HE U % 2%, SpO, >
95% DE A NG EIEHES L v, Thbb % E
ROEI TS RE SN D720, HGEEZLEZOICT D,
PR E DR AN 7 5 32 BIZE0 2o, Bis L EAL
BIOG () RNEEIE LR E R b
728, KE, 14 BNP, LT I—FTR (ZRFERE)
* BEIFIRIES L OMS MUEEGREOMELITS. It
FEMEZEIZBY L ClE, Eisenmenger SEMEHEIZ & WMD) 2 7
35 IS, e S EE R REBICK D 720,
Eisenmenger JEMEHRE S RARIZ, FEABRIT 22 PLEEEIRPSE A D
HIRITE R (2T ATDb, LUV O).
c. [BEmEFSAEEMSMmME (CTEPH)

BHENIR D BAZEVERE 227> 5 PVR 512 & 0 i iU+ 4 &
A7z, MATEIRERYIZIZ IPAH I2VTV, IR TEDSRE W
REENFMRTH LY, [fe%E RO % VWESIZH IPAH D
JREDAE LTV D, SIS EEED S0, R
BRI T 233D v 2 5, IPAH [EROERL
#47). 72720, RAEBEHMRISEIGOH H3EHZ, sGC il
WEDOVF LT T N THLHID, FEHRERIZ)AL 7T b
WEHE—RIRIE L 25 (7T Ala, TEFVAC). HkkH
BRI ARRMETH L7720, TIVT7 7)) UidHhiod R,
RN S~ TOFERELTH) (77 A1, ZET
YA C). Nv— VATEIIRIE R (BPA) 3 X OBiEhRA
AT (PEA) ORI OHTIX, BEMROBROD &
HAEE BRI OAERB T NELEEZ LN,
d. Z0fthDifiEMmERE

iti 155 1L ESE O 43 FEIC IR 5 2 OB BIZ B LT,
IPAH 128 282 b S ICHMR 2SO F — LE#ER
WL DRI LT 5. BRI EO S EICE EF N T
WHERHEIIRSEZS (PPS) 12 & 04 U TV B i I 55 12
xf L CUE, RZAERRALLS 03 2 Bili i IR VA R O S 1 3 4
FFCERwv. L Lah s, A OFAE L R \WEAIC
A U T2 SUSTEOIRZ I3 LTI R &2 F 3 A1 RelEL
A R E L THhRRMERSGE R, Williams JE & 5,
Alagille fJEf%%¥, Ehlers—Danlos SEEHE & vy o 7205 K M/
WHIZSED PPS DM E, Hid > T OV TnbZ L d
HAhH. LrL, BAMIFED PPS O6, BEEIIRKED X
) 7 AR O IR BIZ AR A USED 3 2 b 295
R TERIE & Vo 7o FMEREICET 5135,
FHRAHOZ b H 5. MRS IMLTEE D TEE - F85

F28 BROEERRIORE

L7235 601%, WEEZ W B IR AT LIETH B 720,
[PAH, CHD-PAH, CTEPH &\ 729 HE & 45 5l A5 A i &
b, EHIXIPAH LKL 2D, %40 PVRIET %21
L COMBS MR G ER G MBS TR TAS
(77 A 1b, T YA C). FEFEORMWRGHE LT
PHE AR AR EAT ISR S A BPA JATIZEIR L & LTHITS
ND0S, KEBEE R EROHBAULETH 5.

2.3
P
23.1

TJORIYAL OV REH

NZTHA 120 ug K5 3), LLF 8704~ 1.6
mg (FE11532), A 070 A2.5~50ug (WA 6~ 9IH
W), ML7uaRAF =)V GREE: - ##iE 1.25 ~ 2.5 ng/kg/
5r), LRI AT =) (#if 0.5 ~ 40 ng/kg) % PAH
I M=V ODHEHTREE ST 5. [l L&
(G U CHEAREIRZ AT ). BHERANL, B 27 2189
7o ORI IT SN - FRE(UROMEH L HELET 5.

2.3.2

NO-cGMP REHl

I OSERISPAH 2> M — Vo= mTaEL St
TWwh. UZ 77 ME, CTEPH IZLHBEME S hTw
5.
+ PDES5 &5

VIVTFF T 4V 60 mg (FEI145 3),

40 mg (FEH55 1)
* sGC il

VA2 77 3.0~ 75mg (K145 3)

233

IV REYVSBHERE

Rty 125~250 mg (K215 1), 77 )tr¥
Y10 mg RO, ¥ 7% > 10 mg GE140 1) A
HLHNS, SRRSO OMHES THL. ABD) 2,
AN E A BT 5.

2.3.4

Z Dt DEFEH

OGS LOWURER I LTI, &3 (2=
8. ARG, 51310 tHRFF O3 Aoz L.

5577420~
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CRBEE O - MEOBIG, FEICHET 274 NI 4~

3

R

3.1
BHIRE & AN TH BRI

DYETIINEH O ) v~ F BT EAERSN L
0, WEIR - HEEN R AR D) v~ F R RAE D B E L &
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b EAT LR EIERERNG Ao BEOREN (F1HE 1L
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L OEREEE P O BT ORI E 2 D UTREED B 5. B
RO O, BEOEERES), LAEZDOREOH
Bifkd A AREARDIRAER S12oWT, LB TA2 L
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FERME - BREOFE (N LBty &) L&
LICIE DY AZHHY, FEBNC Lo TERERRYTAT - T3k

RTMEFIZB T, FHEREIHEIESN S (B 13 9. K
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MATBIREDZALIZ TSI 2 A 2 &S CTET, IfIATEIRED
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RZPZEEBED BB e L 2 OFEEE L HET H 2
LI, R R ERFOXF IS T <, HARET OREES
AD¥IWZTH)ZATOEETH L. WEOHTH NS
e et OVARIN | ¥ S RE Rl N P SN v/ =V

R OEAREFEE TI, IIRET SR EE & ORI AR |2
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B C B IUSHEIR O 4638 % 58 U C Lk B A ]
THAH)S, PLEtEBEEIERIRE Q2 A7 % ES . ERTT
THIULTFEROT HEBUIRANH D, LTHEFEET
FZOMEADBEETH S, 512, WIRTIZHFOHILE
S DA DD B .
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BRI L 720 R gn N R, OBRIMAE VR, BRI,
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TERED S IEENOMATAZHIRS 2. IR I3 05
HSEEIN U ZE SE PRI I 28904, S OISR BRI = A3 8 N9
BOTERBEN AL, ERPHELPT V. LzdisT
FREEFE DL O IR I B 2R E CLIL IR R o I AT BN E D 22 (L
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EET HEIE, EIEF O E R A SE D& B
EPORPIEDOFIEZ FFICH > TBL I ENEETH
53 L 2 WERTH o728 LThH, RN EB B
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%52 5. R BEOMIEFFRAECHIUL, 1R
HFUHERAEAL S %) A7 058K, BERO% 4% % 2 iRk
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T, Sefh 2 im 7 S ERRE R ARE TE F2C ) BT & Z T
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B BE OAENEF AR AR RE R0 R BE DL L OMEIE AR AAE T D,
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W&, BRI IR B, SRR DL E ORI AR AE TRt
R B IEF AR MY BAMT AT AT C & vy, b L IR
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Il TR 72 2 KEIIRFIRAZAE DIF R D % < HSKBIR
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TEAR VA ) T BR I & O DB 2 & e 2 I A 55
KL, ERPHIE T HEF D D7 v, TR UIEE
B % a7 ERN BB S ETH L8, &<
(2B 2 RENIR AR ZEHE CIEH O L<IE 2 n HZ &2
S R AT 2 AT WIRREDILIRIZE D 5. S HITKEIR—
597 d L IE—597 TlE AT RBIAR D IE KR KB DR A 72
SLLIFFOMAREWTLIEDRHLOT, Kbz HEL
TREPROBIZEIIART K TH 5.

HEFER OB EORKBIIRFAAE GEAEH N7 731255
R IMTEHEE = 4.0 m/ #, b LAEfS v 24tk 5
PGEIFIE 2% = 40 mmHg) (2B, HEURRTOEED
B, [EICEREIRD 2 HE T 5 | [EEhT % 51
fifid % | [FEBHC X 2 ME O RUSHER AR O A it % 574
T4 LvoHTEMTH A, HIRRTOEB) &t
TFHTFIICHENRIBEIIHAS TR WL 00, JETIRE
TILE B By Uk 2 B\ THE B 25 HE O §ill R <2 I E AR
kBT BIEFITY A7 DSE 2
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TR E T 5 Y.
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OHEREE T DL Lo UAE % B9 5 EEOREIIRTIK
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BIRFEANDREAGERN AN ERENDLZ DD 5 7.
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TEEHIBRCHE B A S E OIS LE, Z O 5 iR %
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ﬁi%ﬁ%k LIEN 5. Loeys-Dietz iEfEREIZOZHEL - =50
FHE - [REEEEZ S ORI R, S BIROkIT, BH
TEHRIRS, RS, FMsERRRE% LIEL
TP BT, IR T (TGF-B) <74k (1
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Bd B\ k2 ®) #fxT (TGFBRI, TGFBR2) D7%%
(KRR ) 20 5. IO KBIIREERICH, 1Mm4E
WRENE LD FAETHL, KEVIRILIRDSEREE Td - T b
(ZE DD LR ST B 18345340,

FIFEERKBEIIRIE S Marfan JEGEREIZ A S L5 BRI
%A &7\ Marfan FURE L L THIBILTWA2Y, KE)
IR @ 35 K B AHY Marfan JE R & 0 B AETICH 5
18,345,346 ZREVERBIIRIEICIZ S T T BE T REHH
5L, BEERLEREEEEOATII R, BIEZ TIZ
Ji K i fx T & L C & T4ADI, FAA (familial aortic
aneurysm) I, TAAD2, TGFBRI, 2 #{z¥% ", [T
R I A (MYHID, 777~ (ACTA2) O
EFERIEINTNLS,

Ehlers—Danlos fEMGERE IR S, BIFiO@ MR, A
FROMEGFE 2 R & 3 2 MR GHRER T, 6 DDK
FRi GHEL BEETRY, AR REET, L 5EIHThE
A SRR ZofMoORMSEEL, HFEOTua
PAR/A - (T S /A = B ety A & SR AB Y s N AL S
BT TOERIZES L WML RV, B A5
V(B TEIRDSET TARD) B EDFEDSH Y, MmER
BT, BIIREZS (BhIRARAE - 98 - T3, FEEDIRIGAD
FIRIEEE), MEsRnizd (B, FElZY, Sevor-m®E
EARAIEL AL 2.

Marfan /B0 BIZ LAY 7 Marfan SERIEE 720,
5T LLEHETIEIZW o Rk I N5, K
NROIEAR AL Marfan FEFERE L D & HNERICH D, F
BERYET 5.

4.2
iR - HHE =36
FEIRIC £ 225 e LT, AREIREET I I B o I

#& 36 Marfan ERBEEECHITBITR - BEDIFES

O BT DAREMD 50% 0D EZHETSD (1 E 3. 518G H
DU IEBSBOIE)

@ HNELREDBEIND G DIHE, HIRAIICFMZZITDKLDEET
)

® T KEIREZE (Valsava BZ=ZT) 44 mm LLED, KEPIRER
BHDDBEIF, HRULEWVWKDEET D
ZNLTRDBEF, HIRTREESIFDN, HEHICLD2ZEDH
BEMEZSHIAT B

@ HTABIRER 40 mm Kild, BEIGEHNEEECHD (LU
B)

® BIEREREF, BRH|ROZIEABEICBEIDHA R4
0 [TEUTREREEDD

® BECIHUTBEMEZIRS5T 2D (BRERENDREITER
93)

@ MEEEPEBEEZREICITD

2, IR L I ZRER DD, BRI OZAL, T
MR OBEGE & WA A SN D, 512, R - ML
2 UIER I 12§ A 2 s B R R B (PRI 2
HD) bbb iz, WiRP» S KM, /2135
WRIF R 3 W 4 O KB Bl KB IR 2L & S PE L9
Wy 18,345, 346).

—f%9121E, Marfan SEGEREOIIR A O KENIREHED 1)
A7 IKERAE = 40 mm, GEARAPICKBIIRILAAE % 23
b, FRBEEHET D, 40 BLLT CORBIRTFMTOLEED B
BREGI & ST\ p 1834034534634 g g Hemnax > 45
mm FFEHIE U CHRE G5 2 L ELL, FHRT
MWL %5, 298 FATRKEMREDILR Z RD 72856
X, BEOREDT-OIIRFAEDBEIS L 225 2 Eh3d 5.
AT REIIRIEOIL K % 9 Marfan FEBERETIE, 75 L Y5
iR EARE L, UIRIENROH 2 RBETITH) &0
BCHEIEEN D, R OB B L EENEETH D,
MERERERLRBEIAT)LENH L. FPATRENRD
RS 40 mm DL E 44 mm KiOHE b FERIZEEGR
WIS AT . AT RKEIIRORAZESS 40 mm Ll L 44
mm K2 2 PRI FMRe oI B LT, BUR
TIHEREM CHEDRA D, TRITO AT KBIIRORAE
A3 40 mm OB TH, 9 1% (KBEDIRFEEE= 0.0 11
EAPHENE LS E SN TWA, MEEDISAIZA R, W
WD R TH L0, AT RKEIREDE= Y —T0EET
HVIERIEMD N & ZFERT 5.

— % (91 Marfan JE £ 5 - Marfan JELE B 120 L T,
KEVRFGEEDO T % Hig & LT BIEREROEK G- b b
ZEDNLD, TG BIROIEHEITETII R, BIEREEL
RS 2861, HEREBEAOREIEET L2 LEDH
5. FATKEIREDE= Y —3WHETH Y, HRPIIRE
4~8HT L, WEHKD 67 A CIHIFERIRHET 24
FEHSH B 13539 Marfan FE O KENIR O HLIGH E
(&, Marfan FEEREL D S HNEIIZH Y, BTV E
D FEIAOFRRIVEFFAT e EUIR 2 @R 5 2 & &
Ly, =7 2% W9 T, REIIRE I B2
ARB DAL s ST 3,

FEIRFRATRAEAEZ B OV T, TEEREIROZMT & 1G9
ZBT BT A RIA L NC#E LTl E D 5 20 IR
(23 L 72 Marfan JEfEREL, 3 CTLT S 2O FpFE % A BF
LTWBZENEL, & M & T 2
AR ONIELED ) A7 bEET 5.

4.3
SZEIIRN &37)
BEEIRSE (KEIR G ABIRE L0 Z20%



B RIENIR, FEEIIRICPAZENE, &2 W IFPRIEE =
E7 T RO RGN E K CTh 5. #TR - HiE
OIEIXDH DA, FLFoWMFIIFRO SNV Iz0IEE
AT LI LIIREETH Y, PEOIOREE Lo
$&%§Eﬁ¢%} 18,345,346,351—353).

O RGHROKBIIRFEREZH S 554G, BlE&EIE
B OLAERLERERHIEIME %2 2 L WG S Tw
B, IR - MEEIZFEARRICTTRECTH B 0%, RIE % 2D 5
PiAiE, BHERICEIMEZ > ha—)L L CHiEN L E
CCEVEETH L. FEAREEEAEPEILAARER
b, T - RED AL v, AEHBEOBEIE DS 5
OB RBIIREEENL, HIRANC T 220 5 &9 153
5. F M ERH RS IMEERELY G528 0D,
ZOBHEDTHRIIRETH S,

AT OA FIERITERIIIMET 5. HERD, 7L
F=va yWkEHUT 5205 HERFRARE THIUT LA
IRV E ST S, BEIIRE OBIIROFAE AL
HHREOHEBTERMAET A1)~ (80 ~ 100 mg/H) #
WIkT 256055, 2o, B Al (SKZMH),
BEERTREZSICHOEELCEHET S, MERTHL7
W, ATUA RERBTHLIENEL, FBEOEHED
D7l TE DY) A7 HNEE &) bECTEED S 5.

4.4
FERMEXENRAEFEAE
RASEPNLIEIRR I CHEME, 204, S SITKBIIRE

R, KEMRGEEZ: E OB R G EHED RO 5L Z LS
HhH. —F, BEMRIIEIRE S B2 - HEtE s
LB ENSN I REIREAE A P OB

K37 SREIRARBEICSII DR - HEOEER

O RAEDERIAERIEECE, BESMEDSOAZ,
BAZDMESNCVDcs, BME, FIRSMEBLE S
BDEHEHDFERARTHSD (LNILB)

@ ERABIRBRE—ALKIEDEBZEAA RS> 7 (0%
U

® RERFERAE—EIRZRDZET CIBRICRET DA RS A
A P V)

@ KREPIRE (REWRAMIIFIEZZE) — Marfan EMREF(CHED
)

® EmEDERER (BEIRAOERZE) —ARUaERE DB ZIR
RERS)

® SMEEICHUTE, BiEREZRSL, ACEBEE - ARB
[FAALVEN

@ AT704 MEEDRZ T DN, REBEEICEDCLEFF
NcHsd

HoREMARR Falsn (BRR) &UTORESER
EES)

F28 BROEERRIORE

RERBIIRZS29 T, KEIIREE VW 2 8 M i
3t (cystic medial necrosis) % ¥\, KB A B GHERAE
DOWIZZ & ) KEIIREEDIEFF L2 4 U 5 3450 TRra
KENREE ORI HVZEALDSEAT L, HEBM2YINbh 5720
FHHKEIRIERATE Z ) R Wieo, RASSHEITL, K
BRI, WY, MR E B2 EhH %P0, KENIR
SEREDIHR TIAEIMTE DG BEDS 22% FREEIC A B, 2o,
B MR 5 COEERA LTE L § 5 T L3 5 183453460359
F70, REINRMEZEICAIHEE OSWREIIR =51, AL
EIZEWIEDY A7 D HAHI LR THBL (B 1E9.
LN R E SO Z b)),

4.4.1

KREEXBIRFERE & 38) 7237

FIBERKBIRFEZEBITIZ, ZhETORD o TRATLE
(3~9%) ZBDO/HPT, WY EMT R L )BT
BUEENE 57237 IRIRPIC KBRS, S BIIR e,
REDIRIEREZE CREIIRAGAE DY 10% A BE), ZE0A
4, Willis BUIREG OB R 2 U B 2 L3 B 247,
BAERTHENC X BBEED L TH L5, MEN TN TES
LRI ATRA S 5 7207 EE 2 BT 5. RMEEOEREKR
IR 2RI SITIRAN TR E /23 7 —T )V - £ 27—
YT aviliaBEERRITAZENET L,

4.4.2

KENRERAEEER® (F39) "

BEMHROEL I, BERITR - MENWHETH L. L
FIRBIRIEAR, KEBIIRFHA2 @I, KBRS ST O BIEE

& 38 RKIEEXBIRBRAEZEICSIT DI - HED
AR

o REEDRBIMREF, HIRFICFHEVLIEHT =TI -
AVE—NRUY I VICKBEEERITDI ENEE UL, ik
K DEAEDBEDEMER, REPREECZAHITDIE
NHBID, FEEDEROBMEARSIEZETD. (L
~JLB)

o R THABIRMERAEDIERIFAREICN, W E R D
BOAREPRENRERDRD SNDBAER SHES NS
V). SEIRRIFAEIAREDESSE L, REARAFBEDBIRAEMN S
BIcth, HEIRAD) Ub— Y MERAM$H#EESNEL. Uh
U, ATV REHEINE, EEBENRL(CHETCE SN
$3. (LNLB)

(Elkayam U, et al. 2016"”, Regits-Zagrosek V, et al. 2018*”, McCrindle BW, et
al. 1996*7 & W 1ER)

# 39 AHBIREREEENEIFICSITDIER - HED
ARR
ABREREEEMEOEIKRE, BREBICURIFELD. UL
U, SMEPREILGRZHDHZEE BEKECKDARIEE
ZIDMENDD. (LNILB)
(Elkayam U, et al. 2016'”, Regits-Zagrosek V, et al. 2018%” & W %)
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HLETENS, & Ay TR RV — IR T
X, BEBRKERBEERERETL2LEIH 5. D
MRI BRI IEAR T S AT RECTH 0, S BHEDZRNICH
HTha BEZBENZRCED, HIRPICSEILEZ M4
CEWY LT, ERRIMENENLETH L. &
MEE AT 20561, BERSEEKGAHRTH L
OISR LRI, BT b RBIIRILIR R
WEAELLZENDHY, RBREOBIRIELTH L
Willis BYRE BRI D IR P O BEAL DA ML 2D VWTIEH
SATR,

TR OWNEHGRR L L &SI GRS L E 2 b, R
BIIRILIROE T2 TR 5720, BEMEEL T L
BN, Maxll L) EHMGEEDPRL L. PATRKBIIREE
A% 50 mm DL EOFEGIZ B TE TR SVEFFAl & Mead 3

ZJ 18,345,346, 354)

5.

1DVEDAE

5.1
AEXBNDEAEE (HCM)

JERFELLEE (HCM) &, OB ER & 78 s 4k5k
RN T 2 25 A9RRE L L, DAIUERE &R O TS5 1R
WNZERZZDD, &L, WHERRY FR% TSR
B LBIVRE 2T 5 G IRER EOFRD A S LW
OFEL EFREN DY Esifiispzes & 729 [BIZet:
&S [IRPAZEN] IS, ArE IR
FERNEBZENE LA, ARERBEELUIMN, LB
RERICIRB L TIRART 23565, fth, ERL 7z 0=EE
S5 - FEEALL T, (DEANREOLKE R D =T
KT%&7:L, DCM #REL 23 2854 (JLIRIH HCM)
bH 5. DHPENZBITHHERHRRE, 10 5 AH72) 17.3 ~
374 NEHBEESNTBY ¥ SPfHiRE AL 2L b F
NTIE %\,

FERPERRARMIE LR X B 0AE, EEOIEERHEE
7\ & DA e, AREATIC X B LEMEID SIRES
LINIMAEZERE, BOE R DSR2 £ 238§ 70
BEIHETH A, & IR DO T E L fElREAF & LT,
DEVEARENR, Jofh, BRIEORERE, FHLWEERK
(Z30mm) ZEDHSNTNDS .

5.1.1

FiRU XD

HCM D% IIHHRICT 2.9 75, #92 ~ 4 0129 -k

AR RIS A PHE & 5D 5 L HE ST 5 201509,

IR OEERMAFE ORI LY, AR IR,
TSR A2 SR T A W REE DI E Z 5 NE. S OE
LI E OB I PR O BT L, iR
RO EAERITOEMEIOY) A7 % EVF 4. FEERINSE =
BRI, IR X 203408080, 3 abb s iR o
WAREASIND S Z & T, EEPREMEITISSIZEAL,
) S MECARED) A7 L7 5.

9 oM aR—1, 237 A 408 LR E AR L7 RAFKRI L
Y a—TlE, BEILE 0.5%, EHEIERDOIEL 29%,
HREE26% &, —BOFFEREILBE LT, WINyEHET
Bt BEETIE EEORMEEE (>100
mmHg) &GERK (>30mm) O 161E, EHERKE
DFEBEEZFO 1FITHY > TSRO fEkHE T
O OWEITBWTIE, XD EEEWIEIRETRHE & 7 v
) 27, WEAIIG U7 IR NREE TG R Bl B il 204
IIp ExFTH

LE A PHED G T1%, EURETO NYHA OHERE
BT EELLE 22739 I RAT DS & BERE D BER: >, 1R
HIPIRIG# Y CARPREG ') A7 A7, ZAHARA Y
A AT O PSSR T WA,

EPHEDOMFERENIL, ORI RINGE =254 %
TEURES 2 #3720 B PR ST CEIED . — T, ANEENR
\ZIFAREI 7 & B & FRaD B 363366

5.1.2

L
=

TSR ZE R LA B O LR B, OEMAEIRIZ
XTI, BREBTEED R TH 227 MR 5 PR
LT idirA Sk L, AR SEERAT IR L
72, 7RG 4. EEEOYLRRE E SN Z
OIEGITIE, 1R ESITEA LR Wiz, EiR
O LI EIEINO 7201210, I DHEMATK & %]
w729 [IERTEEORG - RO, CHEORT
25, ERIFEEOHRIHEISTE S UAEE I 7256
WHAHIEIEET L. NIRINVLRBROBEETTY 7
HBUCEBEL 2SR TH S (15 10, IR O
YigEeZRoZ L), LEMENIN L TIRBRlE) % A
B, BEAUE L 2WIGad, (OB L Bk T
179, BIEBITIL, HEURET AR A PR LA BE A <2 h
B L BIRRART, < — A X — 71 Rl Bl 2R D 2 A A 24T )
WS, IR R AT o oG b d 5 2T

5.1.3

P

—HA NSRS RE T H B 0%, SIS FIRE T
TN SELMHRMREINI R BT B, HEEDPAZENE



FRAETIE, S UREE O RERBT RIS X 5 RREIMAEIRIRIC LD,
FHIRIETEOWA & ML T L A720, ZOMISON T
R 5. SRR RIREI O 5112 X 2 BKEEC
1, MEAMET L &9 B E A R & 2 i
BadTH. —F, WRBEEDZ®, BIRE T O
IollEkERT L. & ARBEHERICE, AT EIC
58 ST 7249 500 mL DI A — SR T T 57260,
HET 5.

5.2
REVOAERE (DCM)

PFRFLLARE (DCM) 1E, O LAIGEA S, @ LEZEN
WEDIing, ZUFE 3 aEEHEEREN LY. FEAR
HTH LA, —HIEENE vV ARG, HORERE
BEGTHI LD Do TETND, LEEIET, K7
FKZ k208 al, AEIR, BIIRO M ZEAR0E 7 &5
REMBEERL, L AIH#ITHETHY), FPHEARTHS.
DOPENI BT AETREOEMHELR T —5137%<, 10 T AH 72
DFBA~BEANEEZSNTBD, HCM IZHAD 22w
TEDPHIBEN TV, BHIZEZ WL, NEIE SRR
BTEITFEREPIINRTHLZ LR EOHENS, DCM & H
T B ILENILAR - AR 5 Z 213w,

5.2.1

HiRU XD

TEUR T R TR o, B LBERRIK T 2320 5
DCM T, MIRFBARIFTH LI ENL v, Lol
—RICTFRAR LR TH L) 2, ik OFE &
DF—=N=F 9 FTEEZSNL-0, BHEFITHIEE K
WERESLETH L. TR - HEEOR BI85 % OkRE
KFASES ) AZI2DOWT, HRRTD S+ 3 %217
)) 368).

TR X ATEBR IR 0 O OB, BEREIRE il &
D, E5% 50T, OAS, LERER ek
FEDY A7 NS A, AHHTIRD 28— MFZEIZ 7w
7, BHMEGIE S HHEDRAEREIL 13 ~39% TH Y, G
[K¥& LT LVEF < 45%, NYHA -UHERES3E 11T ~ 1V FE,
TEARRT OIS A N> MRS ST 12777

DCM & BHTIRIZ BV B AP SR TR 7% 5 5
2 7 (hOMEIERE 35 38) Th Y Y, REIR=MN
RN, IEIRIE 2 L CIES 5 1Y

CARPREG Il 2217 Tl LVEF < 40% % fishail7-& L2,
modified WHO 4748 Clx LVEF < 30%, NYHA U¥REST
I~ IV EOERMIZ Y 9 A IV FHEER) Tha %
72, TEIRFEE A LVEF < 20% & 7o 72358018, BHASE
T AZBEFICE O 2OEIREZ R T RETH B,

F28 BROEERRIORE

LVEF <35~40% %, BYAZTHD (F1E3I3ER
b/ RRER B T L), SR AE R R I /L hE
&, ERRIC DCM ZEBLL 72 0B EIC DWW T, A
DFMLEZ D

5.2.2

ia

B UHRREAEBI TS, HHEIO.OT 0 — AR & B OFRE
Sl ME DFFRALTE Td 5.

ACE 32> ARB (ZHEARH OANARIZ X 2 i JE o0 B B
LR FRBDPHE SN TBY, HIRPOEHIIESE S
NCw2 (51 %10, HRhOEYFEEASHOZ L), [FH
FHN ORI IRAE D S B85 A1%, ERRTIZ IR
L, bCAEDEAS VPR L THBLIEDPHE LV,
P2 CAEITT S 2 FRIEOFHIZB W TIE, BWEOFK
I EBFEEERICT, FREDRLIRIBFIRIC X B HKLHE
JERENT O ZADFEIEE T 5. TV FAT 0 CIEEHEEE,
HWEOFGETIE, BRETHLEEZLN TS, BRT
L, REEFEAECH AR 2 &R 5720, [HE
AR DL T B8, AT EIE 72 SRHMRISH LT
FEHESTH AL, 7o, AEOBMUIE I35, F)
JREE, e MBS M) AT F FEFE] (human atrial
natriuretic peptide: hANP), 71737 I O, #H4R
FHIEETH 5.

5.2.3

2%

I b= IVAEDLASERTIE, VIR L 55
W ZET 5, OHRERTIL, LAMWERHO2D, THE
HURREEGE T OFF IR HESE S NS,

5.3
RERAEAE (EEYSI0EATE)

DB IR SN T WL DS, IRIRE 5 5 ER]
|2 DCM FORREZ £ L, ) > MM OAEE FEET 51
KA OUFHIE R B EI CHE (B ORE) &R 5.
W BRI L ST WA Y LRI T
1 LVEF < 45% L E#RENDZ ENE . B ClLE
SRR E A2 <, DI ZER L 27 & D
BT % 72T R 2 WIS ORINEH CTH D720, #
BOFFEIMEG L TWAREETH L. FFERLMETIE,
L e DCM L 0 & 3RICHE R ROl S, OAAEEE
FED A 327 Y 23 95 fiko DCM & iR
LB 5> TWAID, M LEBREEZ SN TV,
L2 L, REESCEETARLZE, MEICA—N—F 7
L7IRREDAEAES 577,
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5.3.1

=%

OOENZBIT B FAERIL 1.5 T~ 2 52 1 HITh D,
realin, AFRBEE E MU RED A BE,  ZMGIEIR R H DU
F(BRIE) O, faRETTH s, IhoEh
HF-O&HRIE, SEETIUIZRLETH S (F40) 7
O LS, IR S AR DAY o o 0
A= MFgET, EEHOHERED 4 EEHL TV bR
ROFERHT-TH 27 T4, [ IR MU AR RO g
X, @HOMERETHL] LRZONDL LR, F
PERLOIE & OFLBIFEN & LC, U7 a s 750 %2130
HE S BIMEHERFATER SN T3 7830,

3EDARE, 7 EDS R DRI A BRI S
LA SR 1 AUINOZIIA K% Th b, BY)
W, ARERN, FRIE SO OARERERE, BEEEER D
FRRZLIEIRTH LT LD, BWHRIEICHRY 23\, B
KT % & DU T ORSIREROFRZ S HAUL, LAHE
% B B H M A 217 9. BNP % NT-proBNP (3,
IEFEIRCORIEIOAREA Y ) == IR TE LA MK
HTHL (153 S HRPOMATEREF 2 SRoZ L),

5.3.2

S
=

— MR 2 DA NS BIEFRDL AThN T, HiE
Blcix, BMHor T a7 I VHEICZ, KEIRK N
JV— 32 ¥ v 7 (intra-aortic balloon pumping: TABP)
R HE K2 (L il 4 B %6 1 (percutaneous cardiopulmonary
support: PCPS) Zffifi9 5. &M4MIZIE, ACE [HEHES
BAERTEE, FIIRIEZ: EOWIRIGEDITHON S 705, HFIKTT
PEDFEBITIE, BRI CICELZ L b 5.

BEERETCE L OHERE, ) > MM OAEE RIS, LN

&40 RAERCOSHEDERILLE

E* 150) I“f‘y 375) *E 376)
(10241)  (1156) (100 #)
Fin (%) 32.7 34 30
RER (@) * 1.7 2 2.2
ERDEIE (%) 55 - -
P IUNRANE (%) 0 - 30
BRET
YRR ES MEAE (%) 42 45 45
ZRAEIR (%) 15 15 -
tIERELRE (%) 14 4 -
BHASET-ER (%) 4 2 4

TVEZ1ETD
(Kamiya CA, et al. 2011"”, Haghikia A et, al. 2013 %, McNamara DM, et al.
201570 kW fEX)

M DEPHEDL <, MRZTFEABETD 1 OTH 5.
B OHERERICII TR OB A - Z BT 578, w7 LR
SRS TS B AT, A I A 2 % 5
L7259 2 CRlGT 5.

WA, FrHGHEEL LT, Y7 o 7 F CIRIREHIC 3
DX, MTUT s FUEEPIRBENRTHEYS Y wE
PEARIEERET ST, BIEEST R oA A skER Y
I EORERE N D,

5.3.3

FiLREFRY RO

1 R EEIL (BT D L UL OBMER) 54
—75, 6~ TEHDBEETIZOEESERLT S Y. L
BUEOTFHET & LT, Wb L UISE 2 » Ao
LVEF, ZESSyEREIE, AENIE, Az EhHms s
NTWB™ | B ZhRRER L LT, IR B 5 1
AN LBEOLEEIZRE LT <5, DCM
(ZREHE L 7oA AR A A T 5 B O LHERRIEEE LIZZ
v 374)'

SU1% b LVEF = 50% 75k 2 5261 T, FREIRIC
L OHRREAEAL L TR A0 5 5700, KIAEIRIE
B SN2 383 St LR DS IE AL L 7261 T
b, DAEOFEI) A7 ER3EHEHEENTEY ™,
IR TR A & T & AR 7 > k) > 7 4
IROBIFEEEVEBBIEILETH S,

6.
AEENR

AR, PEBRIME I IS & AR R LT v 2 v o
2L, BARETE O 2L, N WRERED LISz T,
FERREY - DB A N L ALS X ) AEEPRASEAL L R v 3,
FURIR PR RE SR, BB SE, 3EAIEICL 2 RO AE
BROIEA, FERE LB AT A AR TIE AT E) B S

WMD) ZEDS L, MBS ERALEL L B,
6.1
BRLEE

IRP OARBEIROFEIZZIUTE S 3R, ELIH
%%gj—%z—\‘ﬁﬁmciyﬁbx 29, 29a, 223a, 384, 386—391)‘ )K@ 1
W% 19 1 0 136,432 BIOITYRIZ B b 5 ABED 75T,
AEREZFERE L CABRL7Z20E 10 TitEH7-0 173 A
0.17%) T b, WIRILAEAEIR GREPERIR - T
1) 25104 61 (0.1%), =AM B X OS2 MU
33361 (0.03%), LA 24 1 (0.02%) & LEEN%



WAS, DS - DEAENE 2 B (0.002%), (LEAMENZ
W LDE I 260 (0.002%), BET7H Y 713 1.5 6]
(0.0015%) & HiEE IR (7).

TEIRAN AR IR DS D 2556, IR OFSE%1L
SAKT 44%, AEEPRAITIE, I 50%, FEAEE LR
HED - OFEANED 52%, (LZHEI27% L EERTH B Y.

6.2
snH MR BZ Gif UTBSE OFRER

HEELEBE LT, FBE, (DHE, ERMORERE
Wb AHNS, WH, FEEOHEIIEA L, LRI DEED
BAINL T\ 5. 1988 SRIZFNZEN 60%, 31% ThH 7278
2001 4ERF T 22%, 74% LA S, BIEESE TR
P BREFE S Sl T 5 229,

SERME LB 1,562 IR TlE 4.5% IAVEERAS A 5
M, %A TH Fontan fiTf2 Tld 16% & EHET, B4 KIMME
HEAE 15.6%, BB IRKIEIE 10.2%, Fallot PUBLE 6.4%
LoTwa Y, bpETORETY, 126 HiET 6.6%
WEM A ES LR EZ R, 3.5% THELZEL T»
727 LGHLED, CLEANED, LB, LSRR RIR
PWAREIRDIAED S < ¥, SRR L BB
DIAR & Hel L TH 20 f50 5 80 Rk i ST 3,

SR M REM R EE DS, RIRTPICAENR % 720 585
A£TH, BMELBIRCHEY ZIABIRGEZTZIE
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Guidelines/Clinical-Practice-Guidelines/Cardiovascular-Diseases-during-Pregnancy-Management-of OUP and the ESC are not responsible or in any way
liable for the accuracy of the translation. The Japanese Circulation Society is solely responsible for the translation in this publication/reprint.

5.

INED) A AT EHED L, DIGEREE T F], ~N—
AT A4 O NYHA UEEREGHE 1/1V BB, LRk
72, s IMUERER], COFERER, (OAEBEAEEILE <12
IR O LDAREIIE) X 7 HEmnE FHEE NS 25019,
e S R e 0 LIGHEREAL T %1, Eisenmenger JiE 57,
HLEREER T OARE, BiREEFTTO) A28, H
TR A2 R0 Bl 2 B A E ) TG DA & AT
DYATIH5.

8.2.2

=35

THARIE O CRERENG BREAE (33 % L AT 5720, 4D
FEFINZ 3B\ TR < BRARRRE R0 LB S AR A 70 & O
TR AZBIET L. PHSTRECTH HUTIR 22 F T,
FRIEIRDHEITH N T &R AR E D T3 L T b
PEBETLILENS L. HIR2BEIZET L FTIC
NYHA (CBEREZHH 111 5 PA_E VST U 7 hE Bl b 2 8
5. RS 3 =, 32 A CRER MR AR KIS
b7, BRINEERIEE O T REREE LAEI NS -
MFTRASHR SN HZ EEECBET 2 Y. REOZL
RO OLNIUE, ABENELZIT) ZENEETH L. #@57
EBE B — 5T, WIIHEDERERZ L BERD o, ke
R DIEBEALETH L. HOHIRICOWTH.OARETE
b2 T3 572013582179 LB H 5.

WREREI TR, TREREFNFHE, RERHE % 5724
7T — ML BEPEHPLIETH L. UEHIROR
WeHT AN, RAROZILILOBEBICRE BB RIFT
7o, WER, HEE LI TENIONTH L2 Lok
ELTBLIENEHETHD.

EHEPUED O EDOYEIIEZ O 5 T LR 2%
B S5z m000, REME & A237 BIETOFH
HEEIEHTEIRY A7 W E 5720 TEX L7285, 5%
OB ZIZILE _E 5% B 72 OV RIS R O L T
YRU—VERATH)ZENEFLL, W 2 MEEAET S
RETRET) ¥ (53 5 7. ORI EBROZ L),
MATENREDE =¥ —INETH Y, ZEL TV DH.OAEE
HTH o THHMIREIIRE L BN IR MR R EaFIEE (SpO2)
RIE= Y — I ETH S, BIREE=% —=% Swan—
GanzZs #7—TIVE=Y =% LBEETLI b HLH. TX
%7217 in-out balance Z PO X DI L, ZUIRICIINGEERE)
BOTEHIZAT ).

8.3

A

8.3.1

BEofE

B OALEETHEFEREEE T, T9MRYEE
T AHENEIN 22510 &) AT LR w bz X
Mo TBLIEDEETHL. #E, BIEOAEEZ O
WiGIFEIZ B\ TIE ACE FHESE D L < 1L ARB & f T4
DOBFRANEARTH S, MR (W) TTREE Ik 2 ER &
LCay ha—UA+4c 8 CTw b NYHA (U RE 754
I ELLT OEGI T B Z L DSEEN, ZOHETHITlR
Hid ACE [HESER ARB % FHIHF IR 2 & & S B 5014
EbLZ TN TR RS, L L, BHAEINSIA]
O IEI G2 EES 5 TB 7 <, ACE [HE# /ARB
IHEFICIEA S RBE LT TH D, LIRERE L
T, HIRAEIROISIE) A2 22 5720120, BIERT
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CRBEE O - MEOBIG, FEICHET 274 NI 4~

HONIRITEAL T LY. HOM R e ST gz %
BT HEETIE, BEMENRIHERIN TS, N
R ORI EN R VEE TIE, N5 D Uik
AV IVE REHARIHIHICHHT 22 b, 38
PRI S, HEEEOLHEEL RO ENEE TS
LZLEHETHUENRDS.

8.3.2

SEDf2

ARG AR IR IR AT 2R 2 T VWA 2
EHLZ00, BARNIIEIETIREE & R O EE#E
2179 Y. DERAIHTREIC BV T AN LA TR ILIT
IR5E 2 ZHIDMRERH 3 =R 5 2 L%,

T/, FREOMO L OAEEMEEED Y X712k
D95, BIERAEINZ: EOAEHEOY A7I12%0 95
AR T 22 LT L, @, HERhoL
YNTUBGAAIIER B, i o MDD RIS A
FiROM, Ly bt 2582, BNPED B
RHEFN B ICE A TH 2 72O REE T IZ 7+ — L
TBLLZEDREE L,

Jiti 9 o MR OANE IV — THRRER 5 TS 5. 1B
By a Tk ) i2baEroliE, RetE=y—L%
BOEGT 5. F7, BEANE T D20 ME RS
PHHTAIELHL. HTIT I L, RoIERED
B A E BT 508, I~ OIS TR,
BT AT I I GDNIE T LB L 7B A D TR T
HEEBT L. DAEHIE L FRIER GBS
o 7HEBNIIE, H O LA L AR CPLEFESE O
Hhfarsn s @

9.
= MEAE

9.1
mRMESHITIR

Bk SN DRSS IMEEFEFOSHIIIE TN, TR
Bl % 72 12 HEAR 20 SR 140/90 mmHg Ll E R MUE %
2L, o 12 AL SINEDSFif T 556 % SilEA
BEIEAR X2 S 17T MO S DR U R O
ZfR4T 2015 -Best Practice Guide-] (H AR & IfIUT- 2
£) ISR ENR TS 1,

Ve ML A B AR V0 4 o #d O L & AR O3 S
PE, B2 B B 0

H A M S R0E S 5 B I 4338 22 2 IEpEiC

L CTLOPIEHSH» TR, NICERY A NI 4
2201177 B EERBE, HEROEMEIIEES 140 ~
159/90 ~ 109 mmHg, HEjE# =160/=110 mmHg &3 %
ZERFBEENTNE

9.1.1

BROFE

B A PHEAR Tl & ORER T A 78722 0 )
MRz £ 2AbH B Y, WFHIZLTORIBE DI
AT DREHNZ EPHEESNTBY T RiESLETH
559 BIRFETO) A2 72T TRLE, FEHY A2 LT
VN B R U B, A AR R, R
WEBERE, FEURROBEMZ 0S5 ™. SHED
FEREZRNL, I OO R T M) <0 ERE %, B R R s i
FEBHEE D56 & BRI A 2 0

9.1.2

[REERSHMOBEL L MEE

M3 S5- O BaRI, MIEOEER & HiREED &
BRIC K D &N 5. EE S M E S (=160/=110
mmHg) TIEREES G4 E BT 5 2 L RS TBY,
140 ~160/90 ~ 110 mmHg # [AHE D BEE L § 5 1718459,
R 155 MU B O B R IR IR I I RERR YD & R W HE T
%, RI R EME) 27 25T —H T, TEEE
MBI H COHETERE 2 D 72V T, BEOKTEIZIRIEIE
BB R BV TIERA ST &2 LR EICEZEE 5
A BBV S VIR 2 B3 5 0V i s i FEAE B2
BOWTHEIEEZE AT S 2 S EESIENORITY A7
WA EEDL00, MERLIRE T EESL RO T
HEE, EIRAYE/)N (small for gestational age: SGA) '8,
JAREHFE DA 7e E DRFIZBD SR o 72 BT K
OV B ML AE BN L CRAg e BEE & AT o 72T (HAEE
PEiRIIE 85 mmHg) & HBHIRE R A R B & 17 - 728
(HEESEERIIME 105 mmHg) & Cld, FEERIMENORE
1T AV SRR EIE 2 AT 5 72T o 720 0 D, IR
DHWTREREE A XY MEA, FrAROEFRIEL T EAND
TR AIHEDRIEIERED LD o2 LizhisT,
i A 8 2 A P e O RRE 155 IILE A BRI AR T BEE i
BHIsEDHER TE R\ W20, ITIRATA S BT #ED e S
TWBE AR AN ORI IR S I ) A F Y 70 1M
ERTEBZEL, BEEEVo2AMPIED L dEET S
ZELEET L
HESIMETh o CThOBEE, BEE, N2 &0l
bR IRIF IR L BT R C OB ETEE T2
AL, IR T O CnWD, 2O L) E
%1l 140/90 mmHg (120 ~ 140/80 ~ 90 mmHg) % [
FEREE 21,



9.1.3
R EEDEIR
PEESEORIUIB S IBE~DO LA ERE L THRES

N5, 72720, ZEEERIEIE L TOMGEIIART5TH
D BRI OFFNRE S (KA. TEIAHRINFTE

RIBVRIFERANDOEED V7, JRIRADEWER DA 70 £

FIVRS, BIVER DS D 3 SARED BT RF U—)L (a

BEWTE) ASEAE R LB B2 v 5 5 0 S FERHE

WEMFHLTWAHEDH Y, H—FIEEIANSNT

Wa Y BERERBOBIEZHIGEH O EE SN, i

IR L COBEEEIEHOFEEZ R T > Ap8d L

AL, TEERZRNFHE &l ABHE THrI2B k3 4R

ETHDH. B, VA2T D=7 2V 3R 20 L%

DG LEHOLNTEST, EEILETH.

R LT AR 3 5 8 & 0w = 8 2 (180/120
mmHg Z# 2 52856) TlE, =AWV I ¥ FifiEiEDd LL
1Ze RTTY 0 OEENEREINS.

9.1.4

HIRAID SRS ENTULWEBEESREICDWVT

IEIERT2> & ACE BHE# % ARB 2R L TV 723412
iE, IO OIEHNITIHIEESTH 720, IR
R QBN HkL, ENCEES 2 7. ki
X SGA B ED ) A7 13d 575, KEMIRILIERE, w
AR B e EARFN AL S D 5 BB I I EIN &
EENBIEDDD.

TE IR CUATAR I 2> S IR R NS 2 T 2T

F 42 BIESHTIRICHT DBRERRSDEH

BMEEDMEDFHE, NREFIMEZERL TITS

@ BRE XFILRIN ERSSYY, SRYO-)L (aBE
IE=9)

@ BFEMNRTRE
BiERMENFH T D BE(ICEHAZERTESD
1. XF)V RO E RS SIVRODHA
2. INYO-)LROEE RSSIVRODHA
3. INYO-UROERFEBEERLZ I T IEVREO (1

WD LIEREE) OHRRE

EESOENFRT 2BSICRAIRERE, SMERSEDEESR
O R
ZHILYEVEMERRRE
ERSSYVE A 7VTIVEE HDWVIFREICERTE)
FHENZEONDHE, HDVIFFETEAORICIE E5DChE
NIRYD LR HRREZEHAT D
® BEYRTRE
U, PHREREIERCERSHEURZER

F D ROAILY D ABREDOD =T T VY SROaBERED S NS
O—/)LIF 2011 £ 6 BICHEmADERANTREEEofe. feflZU,
T T IVE VIR 20 BREDIRS UNERH ST,

(AFERSMERSR. 2015% &U)

F28 EBREERRIORE

L, UBSMICTCH EATL, Lo CliigsEE s
b VEBER ML T, HRATD HBEER 2531 T
Wzl LThH, TOL)RMEBETEZIEGL T wolzA
IS A IR L dE L CRRBIER 21T ) A A
5)7@183).

9.1.5

MERRS MESE

PTG NAIFEY T B 556 % NS TG00 & e B
t%?ﬁﬁ"%m}).

O B MEANTIRTT & 5 \VIEEER 20 A F TICHFTEL, TR
20 SADREICEAR, b L IR B O W ITE#EE
sk, Mz, MRS, MEEEEEOWT g
DB f

@ BT & B RAEURRT & 5\ 3R 20 8 F ClIFEE
L, WER 20 ALEIS W I F 7S e R S S 5
Vi

@ EBHRO A% 2§ 5 BB BDHRRT 5 5\ ISR 20 8
FCIHAEL, 1R 20 AL CBIMESFIET 554

@ B E AR 5 VIR 20 B E CHEEL, HIR
20 LIS T E IR Re AN 22 18 56

RERAN I BB, IRFEPIFE 722 & O AR
IR, A EREAE, LEERE 7 & OTHALER - ISR TRASH
WL 72 A N E R R S 1 B & vy, ABED ) 2
AT 24T

9B TR T B D P A0 v T R L 2
T 160/110 mmHg CREEREL 2 BAMG L, 140 ~ 160/90 ~
110 mmHg % G AL 42 1%,

10.

YR O = I EAE

TR A SN A ST AE D5 HEIL, IR MR O
HLVESE - M E LT20054E4 AL BTSN
2018 fEIZIXHIESR - BIRSED BRSNS (FR43)*.
72, 2016 F IR MEAEBREDOIFEFRGL A, Th
F THWH T E 72 pregnancy induced hypertension 75
FHERMENITA N T4 2 RECOEBRETHYLR TS
hypertensive disorders of pregnancy (HDP) ~ & ZH &
N7 EMUEAPHEETIE, 1% IUE ORI T,
FaE, RIEEEAA (fetal growth retardation: FGR), J&
FEIIE T, IR MR R 2 & O SR 2 v
W ERHISN TS HSY 20720, Sl AR
B B\ AR 20 B E TISAFFEL,  DNERIATAR & i i

77



LR OIHR - HPEDBEIL, FRUCHE T2 NI A~
[ -

xR 43 HIRSMEERE DB - €X - D88

1. &R

XM HERSMEEREE
WX ZF  “hypertensive disorders of pregnancy (HDP)”

2. EB&E
RS ICEIMEZROICEE, EiReMEERERE TS, HikaMEERERE FEReSMESE, FiRksMmE, MENERSMESIE,
BMESHITIRICHEIND.

3. RESHE

FREIDFEFLITD 4 DEHFD
RS IEEARE (preeclampsia: PE)
HiRSME (gestational hypertension: GH)
NERTIRSMESAE (superimposed preeclampsia: SPE)
SMESHEIR (chronic hypertension: CH)

®eEO

O HRSMmEELE
1) IR 20 BRI ICHIS CRMEZFEL, h'D, EHERZHSBHDT, D 12 BF CICIERBICETDHE.
2) 1Yk 20 BLREICHISO CHAE UTesIEC, ERRZRBDIELS TEUTOVTNHAZRDHDIHEET, i 12 BFTICIERICE
ERE =8
i) BEEERBOEVEEEES SR ER [ALT BULIFAST > 40 IUL], SBEICRINE FDEZEN DOEWVEE DFHT
I HEZMED LU L FDEERE)
i) ETHOBREE (Cr> 1.0 mg/dL, EDOBRERIFEE)
i) fxEEeh, RS (AR - 78 - GRTES - —RUERZRBERLE L)
V) MREERESE (HDP ([CHSMm/IvREA [< 1575/ u L] - DIC - &M
3) Wik 20 BLE(ICHIH THRAE UTcBIIEIC, BEREDBOE L COFEREBHERS (T RIEREARSE [FGR], ** BRI
TORERE, CE) ZHEO5A.
® FRSMmE
PR 20 BUEICHIS CRIIEZFHIEL, Dt 12BF CICERICEITDHET, D OERSMEBLEDERICHTIFESENDD.
® MNEZYUTIREMESLE
1) BIMENEIRATD S WIFER 20 BE CICFAEL, ik 20 BURFICEBR, B UK EERERBOEVITEHERES, BMEH,
HFEE, MRABEREEOVNITNHZHIHE.
2) BMEEERRDMEIRETD S WVEHIR 20 BE CTICHEEL, ik 20 BLEEICVL TN R CFEERNMERT 55,
3) ERRDHZET DELREDEIRAIG D IR 20 BRTICHEL, Ik 20 BLEICSMENFRIEYT D55,
4) SMENHIRRIGDDWVIFHER 20 BE THREL, Ik 20 BLIEIC FERBHET2ZH 5155,
® BmMESHEIR
BIMENEIRETD D W IFEYIR 20 BE CICRAEL, MBI RS MEBEZFAE L CLEVNEE.

*! FGR DE#(E, BABEREZRONE [BERRTHADERE L BARNDEEE] (CRVBRIBHERED -1.5 SD AT
EHDHEETD. REHEEOEL), BULE, FREREDOETVWDDETD.

* EEBIRIITEERSES. EEERNERNOEESBEPIITEED S VEERERDDBE LTS,

OIRER, RBAREDEL, BUL(E BEEREOLEVIREDEEETS.

4. HIRSMEEREICHT DRMEE ERARDEZHESE
@ UNFEHAIMAE 140 mmHg BAE, F7eld, HREREAMAED 90 mmHg Ml EDIEEZRMESZEIT 5.

MERIEE
1. 5L EDREER, ERICEVCHTIDNDEDSSICHD T ExERL, BAT1~298REICC2amEEIEL, Z
DFHEZED. 2 BEDAEED 5 mmHg M EZ(LT D5AIF, RETDECHLEAET 2. AED 30 2LUANICIFAH
T I A VBEPEEEZEIFTD.
2. YIEIOAERICIFAEADLETAEL, 10 mmHg M EREDEEICESVAZRATD.
3. RIS (IKIBMEST EAIEEDREEZE I SEEMAEFT & T 5.
@ ROVWFNHICHKET BIBEEERREZHT 5.
1. 24 BBEBRTI AW/ GEEE K DT 300 mg/BU EDEHRIMGRHEINEIEE.
2. BEESER T protein/creatinine (P/C) tthY 0.3 mg/mg - CRE M E* TH2HE.

B, DHEEOERARZEAA RS (BERHE2017) TIEXDEHIC 0.27 mg/mg/CRE ML EEESTWLS.

® 24 BFEZRPHERR TO P/C LAIEDWFNBRETELFEVSES(CIE, 2 B EDRERREAWNENR—/{\—F R FT 2 B EEf
UTRER 1+ LB RE S NS EZERAREZIT 2 EZHFRT S,




F28 BROEERRIORE

R 43 MHIRSMEEREEOR - € - 98 (RE)

5. JEIRICKDHESEE

@

- EHRDEZEIC L DEEDRAIFITOIE.
® FAERFHAIC K 2iRBLAE"

BECDNT
ROWVWTFNHCEHETDODZEESRET . BB, BAESEWVDAFEIF/\A U T THEVWEIRS MEERER SRS NS,
JREIALELY.
1. WRSMME - FRSMESE - B2 RSMESE -
IXfERBIME 160 mmHg M EDHE
JRERHBIME 110 mmHg M EDBE
2. WIRSMESRE - MEANHIRSMEBEICOVT, BRORGRESEICIFFEREBKEAEZRDDIHE

SIESHEIRICBEWNT, MENRODVNTNHICHET DHE

R 34 BHRTGICHRET 2DDIF, FHE! (early onset type: EO)
IR 34 BELRICRET 2D DI, EHEE! (late onset type: LO)

* DOECIFHER 32 BCTHRITRNEEDERHHD, S AERTEDRERNT OFE CHB.

358
1. EREAR
YR 20 BLE(CHIO CTEERAEES N, D88 12 BE TITHRULIEBEEWND D, HREDMEICIFSHE.
2. SIMEDZH

B - HESIELE, Z2REBCTOMEFFEDMEERRLUTVENC ENDD. <, BMEEHITREE TlE, REMTAED
DVFBEETE FMENEZTL), AR - (RESEDZES KUZDMDEBRAEHEDEIZHZITS.
i) 7 (eclampsia)

it)

iv)

v)

TR 20 BRI CHID CTREREZAIRIL, TANAPITRMEREDNEESNDBDZEND. EEFRIEDRT ofehHAIC &OT, Mk
T - 9M%FHE - EEFEEMT S, FRIGKIMEE COMENEMERIETEICRDEEFRIECEZ SNTVDN, BIFEPRMEELEC
BIFEZEECL, BEOHPRHEREEZET DT ENDD.

HDP (CEH&ET DR fEEE

MEE, hEMEREME (posterior reversible encephalopathy syndrome: PRES), SIIEICHED MBS KOMMEBERELENZFNS.
HELLP fEf&AE$

YRR - DR - EEASISICBIATR (LDH &1B), FHgRefeE (AST &fB). I/IWREURAZEI L), [FHDEHESHAEICLDBDT
FEVBDZEND. LWFNHDIERDI; ZERHDIBEF, HELLP AEREFC(FECH UKL, HELLP EIREF D23 Sibai DF2HTE%E (FE0)
[CHESBDETD.

fifizkRE

HDP ClZMEBNFEREEEN O MESEBHZITESYE, URURFEZE/CT. BHEFITIE, FEDH CTHLIKEZETD.
EERADERE

IDVREDBHEDEN D fc D, Ik - EBHICRADARZRIEL, SEGICIIRTICEDEER CHD. HDP [FEELBERAEF E15D.

Sibai DEZRIERE

A MEREHEEY)LE>/fB>1.2 mg/dL, & LDH >600 IU/L,
JREZRIMER DR

FH#¥ae mi& AST (GOT) > 70 IU/L, & LDH>600 IU/L

MV)VREORA [/ <10 75 /mm°

(BFEHRSMEFS. 2018% L)

EEAE L TW e WA % SIIE A PHEMR (chronic hyper-
tension) & LC HDP \ZfIZ a7z, DINEREAR &
FEZ G0 5L, JFREE BA, BieeREE, RE BEsE
BRI, HrA LGS (neonatal intensive care unit:
NICU) AZ3, FrERo N TR ZEE % O -
AT ENRESNTRLYY F7- FEELTED
B R TC, ST, B, O, ERERERE
GEDPRINPLTLADLOT, WY REBEIERIND
CAUIIREESEOMRD O E 72 555, iR O3EHI
2725 TUTIRD &) HIEICEEZ ST 5.

10.1
EEZEDER (BO) &40
2011 4E1C, IRV O— b =7 I O DL

Sl otz TNy U= VIR F SR L TV A TTEE
WoH BTG TREE holz. =72V ¥R, TR
20 B LU DRI 0T L CEBRM AR & AR, AR
M) A7 % Bl WS NGEICORERTLE LT,
FHELFOBEDHALANT. NS LT T, RILBETERE
DE—FERIL, AFIVER (TR AY D), FRYTO—
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CRBEE O - MEOBIG, FEICHET 274 NI 4~

K44 FWHERAT IEER

1. FANEL FRICHTZIERAHRDSNTLDHD

a. AFILRIC (FPILRXw ~®)
MERER @ RERICIER T 2 iR M REHRINGIR, RhRE
RECROKZSHRE 6 KHENE, BIERAE U THESIC
AR
fEFHE | 250~750 mg/ HTRtA, BELEENEBSND
FTHEE. 250~2,000 mg/H

b. ERSIY (FTLYUYCIEE)
MEIRE, RHFERICKDBEEMENRTE I DD THE
HAZET D
fEAE  BOTIF30~200 mg/H, @ ECIE0.5~
10 mg/ B

c. INZO—)L (FSYTF—K)
TR, BRBMIENEE B, BIEKD bHIRSME
ERBESEDERUENBVEDRENZ ). FGR &N
BFEECETLEL.
& : 150~450 mg/H

d =719y (7F5—K~9)
CafBZE, BF7Y R—I R, BEMFRE E#EFFERED
FYRBAEN DD, IR 20 BLISOFERANTRE. REER
ERBDERNHREIND. BEENDERND EEEY
EEHMiEaZEElcg EOBRSHEIE T VA (FEL).
fEFE 1@ 20~40mg, 80 mg/HFE CEEMTEE

2. ZEIRANE HFBNDERSHBIEENTE ST, LEEEIH

ENEEECHERLTHD

a. ZHILYEY (NLIEY®) TR
Ca EE, FEWNMBINGEIERZR I DD THORPPESEH
DESICIFFEDNE
fEHE  0.5~6ug/kg/ D CIEZEZY— LD S RE
Ex

b. ZhOZJULUY (TUXO—IL®)
—B{LERICLDMEFLBHMEME FRTEERER
CIHEENEL).
FHE  FMFOERSMEDORRMNEE LT, 0.5~5u
g/kg/ 3 CRMA, 5~159T&IC0.1~0.2 ug/kg/ D FD
BE HIRECUT1~2ug/kg/DZERSTD.

(AFERSMESR. 2015% &)

W A(rFvF—=bN), =728y (75— E1E20
HUEE), RT3 0 (TTLV) U RE) OWThhe
AW, B, ToeMRPELNZWEEIR, ZRI0EH
WIS N D, ACE HESH S ARB I, 50 - Fralio
EEICEBER L C, BASRUE - SLEREEF &S
F720, HIRPOMIRHIEESE SNTn5,

10.2
FEEZEDEIR F8F) %40

HRNRALETHIFENORGHPEIL SN TBL T, &1
MEFESEDM RN R BRI R R b DI, = ATy (Y
EY), =tarz)e)ry (3)Au—)\) TH5h 7
FRESIME (2160/110 mmHg) OB TR EDOFEE
ELCHBE~ 7AYo 8 %2595, SIEESE (=
180/120 mmHg) DBRIZIZ7=72 BICREEREE, HHERH)

EHCCRET 2 .
10.3

EEBIR

TR IR RE A O R FR$T 2015-Best Practice Guide-
U, EREIMUE E 90 ~ 100 mmHg ORFIZAFH L, I
FEAIE AT 155 ~ 160 mmHg 48 2 70\ 2 & % 8 H H 12
ELTHRELTWA Y. BEOMERKTICL ) REHEREER
R~ B L, R OB RE 2T LD L70ER
WLETH L, BIERE RO 0, AR 2 T %
BrnCld, BIRICHILEEZIT) ZEET L., —), Efk
P OIIMEIRANOFENI 2 B 57280, IEEBAORE D]
RE& e b, EBROBMTTIE, THZE O T07%
FBEEAFTHOND Z EPWUEEL T 5.

10.4
RIANDFE

FEIOREFLHA~ORATICE LTI, 55 1 & 10. kb o
RyEEErSROZ L. HRTIZEEZTH S ACE [HESE
R ARB 3, HERITFEHPTREL 25D T, BHRERED
BEIIG L GRIRTE S,

11.

T RERIRMASEE

FERMEIC B B A PHET, TIREIRIME & 2k
K$ B HfilkegeteiE (PTE) 3IEHICEETH L. KET
1 AERNCEERE IR S E (DVT) & LT 200 5 ALLE
PTE &) 60 FNIZFIEL THY F05 B 6 TADIELE
LTwaEEns*Y HERICBNTY, BIRIREX
0.05~ 0.2% DEIETHRELTWDE SN, Stk (&
I EYRR) 10bobbB VI EDHMLNTNG
PTE 3R PHE CTH EE O MR IO T, KETIE
10 JTTHHARIZH L CRETEAS 1.56 LA EIg OFETH L LTl
2FEEICL VY0 FRERE 213 A O E ) 2 6 AL AT
WD,

11.1
URSFH

Virchow 298I L7, BIRIASEDOFEETTHs, O
MR OE, @ FIREEORE Q) MEERFEREOITTE, O
3BUIBIETH ZOEEN 2 K-> Twawn . Zhbs0R
TS, MR - HEE R A DR B O ML SR E RN D 52 ZE AN
boT, SIETEBENSA L .



SR CRBRZ O - BEIZH72-> T, HOH2L
D) A7 FHli AT > TB L LEDN D 5. BRI IERTED
FIEHE - BEARRE, B0~ BRRHUARraE, MG - m iR
oF EYIRM, RMZEHR (EAEMRER, J0HE&
O T, YDAE R, EAE AR S AR, A
B, SRR L), WAL R IREE OB, 8
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27 O BB ELHIBR O #5250l 72 S 7z, 2008 SEDH
RERHR NRHES TR BIE R B 5 %2 IR IEIRE; 11
B 2 R | e TId, TR AIRIEEHI S LT
H—>b95. 72720, 35l b, F£72132 WPk
T THERANEAL T o 7o R E12on T, 2 W%
AT . ) Langs iR, SUEIRE V7 ART TO
IR IR SRIZ Z 24, 2007 4E 12.0%, 9.9%, 2014 4
3.0%, 3.2% L KRE A LT SR HEBER LY
bRHAESRBIEE O LB AR E L, A PHE DN %
LREEZHTHZE TR E IS IBITIRD PR S L FETH
. AHEERIPED) ABHEZ WAICRAIZL T, BEAE

By TNOBEEEERT B0V ELETHS.

2.1.4
FMEGEEHEE
BRIN 7 ERENLE DS, IE TR OO PUESED

VETH D, UTILHBER T O7-0 OHH SR G- %

FLINT 5.

a. |[E FBAIEL
DUF OB A IR i L RIERIZH) 45

o PEMEROZ VLD (REIRE TR &)

o BT 6 » AL ERRE L€, EREKOZVILER
FHEE (VSD), BIREFIFEE (PDA), LB HFER
fH)E (ASD)

o IR NA 7S AR % & OTEEYIRE S

o JIBEE 72130 7~ FROBE (AL 2 bW
bo)

b. [EFM&HD (HEE1 &)
UTOHELIE T 21TH. IR A7 D7-0HR#E 1

54 5.

o L ORBEE SN HRERREDD L, b L LA
6 » HUWOIEF 7/ — B R M OEEE (VSD,
PDA, ASD)

s BEMBOT T — BRI LEE (TOF  TGA
15T %)

o SERME - RIS

o LABIE

o NILAR—ZA—7 F 7213 BRAIEI 25 2 A A1

o BHNID-2HGEIRY 7 — 7 VR E
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c. [EFR®HD (EE 2 #)
UTOBHEXIE FHEITH. I AZOOHESEL 2
53 %.
o HEfRTR, FRES R & T N LA EIR %
+ IE O
o RIBEHED L SRR T 7/ — BRI LR
. (Fontan fiif: % & ts)
o LEFEAEEE
215
IVERE ERNIERER
DREEZ A 2GR AT IS, HR - i
TELIKETHD0E 0, NEEHREZAT) RNk 24T
) UEEDS B 5.

2.2
=3

AEEE R T 55, Tk, JLEEREY KL T
REGEOLN VIR LERSh, 3R ERS 5t
TEETE L RSN D, HIRPUGIZRE & R AT a—
A CIREE MR T A HNITIRASE T L CL 9 A b
IT4% (biochemical pregnancy) (IFEEEIZE DRV 1 D
TREENIAD 15%, EEGEL 1 ~ 2%, RNEIEL 5% REO
BHEE CHEE S NG, TREITZEOMERE & D IZEML, 40
TIF40% 12D 2 .

2.21

FBEDOFHA

ABEREOQFERIIII) Y IREYUE, FEHE, Kiakt
BEEDV DD, ANEIE 1,676 flx R E LR TIE, i
U U BREBUR 10.7%, TEEIE3.2%, Kb o058

4%

B ) VEEETRERE
H BFEN VB
O KRR EFER

B 7=

O RDES

W REAH

A. THEERE 1,676 ANICBIFBRALZDEIE

H11 FEEQOREEZOEE
(AFREFEEFS. 2014°%, Sugiura-Ogasawara M, et al. 2012°'” &)

TARELE 6%, PEIRIE, FUIRBRBSREIC T E, SNt
FERERE 7 & DN IATEE 12%, JEINAIHDH 70% OHEEE
THo7 @1IA)Y . JIRG AR & AR
FTRTCITONIAFIE 482 ML TlE, MBIB g R R E )
41% & EN, FERAWD25% 128 E-72 (B11B) "
EDSERRINT- & LC, MiE R (85 XU W1 K ZIE,
TOTFA Y CRERE, TOTA4 Y SKEFERE), B
ANVA, BE 7 A, BYE, RMERERELE
PHE SN TVE, ANEEQRERBRE LS HFIZOWTR
B0 IR L 7.

3.
EHADIRIRRRED!
REICSZX2RE

NOGLFEL, HIREFEZHREINDDODIE 15 ~20% &
EZoNb. TOEIITHINORETHY, TEbERE
B S ALRIOTEZ L TH A, FHELEBSIHTIR
IZOWTIRFERD 15 ~ 25% L ENTWED Y, ZOH#
XHRIZ 0% TldZzew., F72, BEI—KRICIEIBLZ 5%
THDHD, LHEEBLEDITIROEE 10 ~ 12% £ 4<%k ->
TWaY. Fhbh, BIRIZZFOEMERZIERICE 5T
HZHENTWDLOT, BHEOIEREIRED AT B iElE
BRICENREZOFFRE~EET L EZ 0N, FiE - T
EHAREIEL, R HAREE R EOFRRNE LS.
AGBREIREDZAL O FEF L LT, BRI, MiE, I
£ (BIRE - BIRE) Z2EDHIFoNs. Zofl, BEo
S IRMZEALR RIS DB 7 E IR 7 b DIZOW T,
RARPEWIHEOHEY BRI 52 L.

3% ———

B Y >V IEBHURERE
B BERY VEBHE
B XEREERE

B F=EF

O ADmES

B EDREEAH

=

O RRLEHEE

Translated and reproduced by permission of Oxford University Press on behalf of the European Society of Human Reproduction and Embryology. OUP and
ESHRE are not responsible or in any way liable for the accuracy of the translation. The Japanese Circulation Society is solely responsible for the translation in this

publication/reprint.



FIE ENNEEDIRR

&R50 FHEDFEEMRRENR
B"E
1 CL B.GPI EGHIE

R

MU ZVEEEHIE | 1 CLIgG #uik

W—TR7FI7I3k

KRIBRERERT | REMKGHRE

BLADYEUYT, EREZH

FEHY FENSEEFRE TI1—8RA FRIRF = ORIk
RIERBHRES | AEMEORENE G HRE hoveUvg

ZERSRSIMAE, TSH, Free T4

WD MES — REEOIY ~O—)L
LEPMEINERFEREDOAIU—220T
APTT, 2 XI RFEME
MigERE
JOrA > CiEM, JOF4A 2 SiEHE
31 FEIEEEITHE SN VD L E L bhs, 77 WE
' . BT AR R4 2 =R OGS & OIIAS S S, 5
F7/)—1

JRIRIEBmET TABLTWL LW Lo, JREIcs
VT2 BRI OB R I LIRS L 50T, BHRDKER
FTHIIRIBITHA SN LB RIID L e b, RS
PRIMERSZEIAIEE (SpO.) 75 85% LAT T, #EARW - FH il
ORI E 20, EREFED12% K e STV
5V EESHBELTYH, £ 0ME, BMREEAREEE
T5, WECXVBENEREZRS L, BEES CihE
R L X HLBEITEREEZ DN, TRE kb T
DAL, AEEBEOA) Y MEHLhL LNk, Tz,
M P> T B 2 D%, PIBBEIRES LB I
L. BEHEEIGEIRBELTHD.

3.2

ERAE

BHEO LB S - JEERAA, lEskzE, HUR, 15
W7z &, OHAHEDMET 5 L9 Z0RBEIE T E I OB T
WZO%DN, FERWICTFERBERA L E729. Holll
LA ETY, RUTHREOKNIZAEL L. 2, 28k
FIRDSFE R RA ST BT LE) 0D b, 1HER
ROt AFREBIZL DD, TERRIER DX
BARWST RS, T2 RAICETT A O0RE
V2R L CHRIAD A AL 72 5.

3.3
Fontan &iR

BRI D S OB 2R TIMERE TEDR ) 720, 4
FOEIREDEVIRIETH B, ZD720, fAISHIDEKT

LU L Chho TR, —F, CHIEORHAS,
WA ISR I 2 720, ISR T Ak
SESIAIREEE T 1T S 5.

3.4

(FSEIR

IFRD OBRIMERMEHIZ BT, TR 2224k
BREIESNTBEY, BET LG TIL 16 ~33% &5
WL, RIS OTRIAEIC R Y, RO
P aid, BRI EWBZ TS50, BIEO
B LT ESE L L5 BRT 5. ROMRIMES
AYUTREZ B DU DBl CLE, BRESE LY i 2
L7299 2T, RYMEERTR S IR EE=25 ) v 755
ZENEF LW,

4

SRR 5 (D

RO THREER 54 2 AR I3 EAR I B ST 1D
KT 5720, MHIRE e 5 DIEFHEIEER D E & &
HTELETTHL. NS, JORRIATEDA T RE R IR
Wehhudpiil 2, EnDETHIUL, FELL .
PHEOE A S, BEOWEDL, N LIEFir o1k -
HEYRA RV LRI T LAV T, b
OBRRIZL AWM OFIIRHEE D> THI L 211Ul 5
R\,

F7, FHERTEERO Y A7 E[E L T2 1D 555612

&9
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3, BHMEOBIOA Y o) v TIEEETHS. bL, FO
BIEOIRBIEEEO R MDD L5, [ZZFTHHEL
TOLOLIRN LV ZETHLH | L) 2 &% BARIITR
FTIEE, BEREORELMTERS.

4.1
BHAD S I T Bh

FHADORFEFFN, &I [EEsmE / REE] 124
DA EbOTHL, En@x, NTHRPHEID S
N5, ZNLPHNOLETY, 4 OFFEEIZ L > THEO(T
FNEb-720, DI, R RERERE 2 RIS
LD EMAER T LN D720, — B EBEAIZTTH
W3 & CTldiew,

4.2
RHRHIEDOTFE

HIFERHOWREICE LT, o2y DT R
Vv by, HERARLZEDTERVHDORIRL L
2% 50T, EMRHHDITTIEARV, & UZRWET
HIUIHBITE, BRI CHIZY [ L THITRYE
MR L7720 L) FExAEL S Lk, 5RO
HRIAFBNG, AP AR I PR e & & &R R O I
ERERNEORELONE TELZTRT I ENEET
HY, DWTUIRHMEOREIZO%H 5, L <IZ, 1,000 g F
i GEARHAAREND) bR 28 ARG oA (BEE
B) OFHIE, FEHEROISELZBAETORLVWI .
W v, OAEOFERRRIZBNT, 2001 FI2 1A
LA RA IR 22 B I 1 AT IHET L2 2
5, 27.2%, 582%, 80.9%, 92.1%, 94.0% &7z 7. B
BT HTCOAEFROILETIE 22238 (P=
0.0053), 233 & 2438 (P =0.0017) THEENALN
7275, 24 HLIETIIZIIASN ah o 72 Y. BRERDE
R OZE DR E C, M OPE I I K iRk
DFEFEAIRE NS,

5.
FEREOI> ~O—)

TEIEO T va— i, ERNCEEEDEETH D
YREFE, YR EICE, TEIGEIHEO®EIGE 2D,
—)7, BRI AT B AP SRR AT A SN DA,
FE G IEEIROBIG & 72 5. FHIOFRGI2oWTIE, 3
FNC X B RIBADOHRMEE) A7 2 E B LT, 5150
L AN 2 D0 — I TH 5.

CEEEIHER TR, BMEO.LIER~OFEE KT
FEANDEHIZOWTIL, TEERGRHE L ERHES TR
DI S, BEANOFRMEE ) A7 2+ 312G LT,
HEEIHET 208 DL, F72, TNHDOHEFNTOHRE
PRI LT, BHEDIERASRANOERZEIEH D
FNTIE %L, FARHNIIRELRBISE 22T 5.

5.1
FEUNHEHDH

SRR BHEIR O ERTERIE 12 ~ 15% T 2,
TEH IR O BRI R 8 ~ 20%°" %12 LIZIZAZETH Y,
BRI R & MEOYLARENS T 5 EHEZ SIS, L
L, FEDTHIRIEA T SN7HHNT A,

ERIFIRORERIL 1% TH LD L 45 R
PR EA TR OFERIL 17 ~ 21% L HETH HH,
ZDHHD 59% NEHIKFFET, 41% HNHERIFRE &
ENTWGE 20 L2t o THRRM OB A BHER O B 24
RERIZIZEFMTREFAEFELE 265N 5. YR EGE
DEZE LT, BEMOGIHE (FHid 5 WIEEEDITIR
EMUEREMEHRE, ST, (CERE, FIREARETCERE), a
BHMoAE BB, SO REE, MEREE
7%, TRt e, REEBEAL) 12z, 4em Lo
FEIBR, HEEARE 2,500 g LLE, EIRER 37 L
DBPRENDEEREDVHITHNS Y. T E I %
D5 )R 5112, ERENEHE&R B2 IIRT.

— R T EURIIRIER IR L SNTWE Y b
ECHH STV pIEEIEE (ENTIEA Vv 7 A7) ViR
FREE L) N R HERRE, BTk V Ty ) SR
T, B TRV U2 RORIEER & LT Oaks 1
EHAHREOMN, B 7 L) VBRI ER & LT
KIEIMAE OPER, RO MERT, JEZOIEE, B
BLU B, 7 FLF) » ZHAEOFBRISC X 2580k, BhE,
M T 7% EORENORWER A2 5. Zotz0, O
P HBAA PHTIR CTUETHMA O AR BB O B 2 T I 2B RS
DU B,

YERPERR T, RO HEN LT F % B
LT, BEICaVFarTal FoG-ansh Y, %)
BOFEHUC 48 B2 S 52 L A5, IR 48 WM O IR
WERDLEEE 75, YHHRERRORE AL, DAEE
ENCIIRECERR>TWS, B CIEULE R EEEO TR
WEHMZ IV FaATO4 RS, & L IEERIEEZ
NDLAE T TEE DA FHEE LY, 48 B E LI 0
PH R LT AR RENL Y. Zozw, ESfT
W RHRICEIER O BIEBISEN DA Y A Y T =
TV YRERERYODH LT —F, bAETI,



& 51

EXU RU— MR

TILTE U UG

BETEINREINFIRORSHELER

’55E
150~200 mg/ B%Z 3~4 @ICHEL, ROKS5ITD

50 ug/ S H S, 10~20 HBE(C 50 ug/HTFD
BET2. BARSE 200 ug/ HTHD

4 g7z 20 PDNFTET UTRIC, 1 o/ B CHifupdifiz
59%. 84205 g/KFDC, ZRAKRSEF2 g/
THd

AR SEEFEOT20~30mg &L, 3~8KEC
&I210~20 mg =BT 2. &AESENF 180 mg/
HTRAKRSHEIG 48 BB TH S

AORs5EE U TROB UL (FLEEE LT50~100
mg Z&/5 L, 4~6BRECEIC25 mg BT 2. &
KESHIREI(E 72 BB TH D

2.5~5.0 Ug/DDSMED, RARSED 25 ug/HFE
T20~309C&IC25~5.0 ug/HDTDEBETD

FIE ENNEEDIRR

BREER
RS, BEEOER FEEALDOX

JY bO—-ILARDHERRK, MslEE ZEHEEFR
PBREERETUEE, ERUSMEE SHEPLER Hik
16L5E/ﬁ

EAILYD LAME EEHBRIE BA2 BED
Ov o, ERMBOKAE, IR 22 B

,ﬁ{[:@,;{%uﬂ,ﬁﬁ%ﬁ%ﬁ‘g?ﬁ .........................................
BBk, ERIMm, HiET

*OHETERRAER

xR 52 BHETFEIEIHREREROKRICGERT NEEERA

Uk RUVIRERIE

EXFEIER -
FER~DBIUER :
Z DAt :

FKEE SbDAZ, MEAENE EHYUD LML, EEHRERLE
DEFROIEE. BREE
SRR, AEIR (BMEOKIURE), RS, )R, R SmiE
NBiY=Nan

&7 25— CMEZH S ERIRER 5,

BN TR D I

BAISEIER
ERAOBIER -

fikEE MRAE, BEIOVY,
BORERR (LRSS CRSREE ORGP EDIFSL)

IMEIE, THZ—, R,

EINE, AR LD, MEiERARE

T BEEALH, A3

—JIvey

BRISEIER | HIRZAE, MEERIIRE, [MIVRES. Y3avo, BEESE
T FriaErRE, BN B0, ALY, BRSNS
AV RAEDY

BEREEIER

T 3wy, BFHBERES,
Johnson fEI&EF), FKiE

Efz HtELNM KR BETRMEN AMAEM KEMRIRERS (Stevens-

BRIENDOBIER - BIREINE Bf2 BFA

ER RIEMEISR

TILT T U VREEE

BERFEIER TF T4 SFY—, BAYUD LIECH D TEEIR
T EE RE BOEE

RO B EIRBEROIER TH 1), = PG5
DEMFG- & 4E$ Sf5eHE13 7% <,
EEL 7S RIESPEENIATOR T2,

720, BPETIEA Y P AT VEE#HFSI2X) R
BLEWEHZ & 723720, Hmi2id

DIREEIHERTD,

RIEH OFERE

WEETHIUT RO TROUEEHT

WCRHANTVFaxTFaf Fa¥s5 L
RITOWENH L. LoL, BIEEEEORINEH AR LHE

] DL B 5% ke § 2 3512

48 R DIHIRIE R

%) REICESSE 2 52 AR D o700, fAFEIEEZ (RS
2T Lyptr, 48 RO A SN 5 2 Gt § 5 b2
B Lo T0a, b F72, PHEEEEZEHNLSE SRz T4

&, H&GoHIEbERE L
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I AT, MBI G- A1T ) pRET T AN B B, BIEBNEE
DFERDSHREE T % LB A IHERICBWTIE, 48 B
DIFRIE RSB R 56, R~ 7 4oL, A2 FA%
Vv, 272 VECOMHLEET LIRS 5.

5.1.1
|E&UFu—hﬁ&ﬁ(ﬁa§w%

Hoa) VRIS X0 FE R ol 2 AT AEHD B Y,
HAETIEYEGE, YR EICRBREE S 5. 150 ~
200 mg/ H&REOHG- L, FEIGEHHIZIAR L EEEE T
BHHAV T AT VIR, )N VIERRIE, Ty
) RFEIRIC I L TE O TN,

5.1.2

AVIRTUVEEIE (XT7I5V ")

DHETIXIR 12 BLUE, 16 B Am Y8 it | 2Pk
HHPH Y, BIIESEE HRENESDH L. 30 ~ 60 mg/ [
PRG350, 15 ~10mg % 1 ~ 2 BE & 12
WESHT 5. FREN LD S, REREAYVERClEd 525,
BE R LSS 50 ~ 200 ug/53TO EEFHEDE
BINATON TS, By BRI BAE A3 By 5k <,
BIVER & U CHEIRRP MR T 7 &S5 2 1) 057w

5.1.3

URNRUVIEESIE (DF XUV ")

BT FLF ) vaHEkEEETHIETHIRAD
cAMP 2SHEINL, MAFSNEREA V> 7 DR T 5 2
ETIF TV VAR B OMEEIME T L, T % B
EF 257 opSETIIHE 16 UMD YARE, P)EE
FEVARBE A D 0, IR 16 BRI ~OH 513 3E
BTHLH, FOFELE mFEHEEIS Y, FEIOHIT 15~ 30
mg/H &2 &EO%5-3 5. FEeitiRSGE TR 50 ug/55 05
G5, 10 ~20 5B X250 ug/73d OWET A, ARG
X200 ug/53 T b, DOECHRBEIC > THRD Y
NYRL— MNERRE (V7 A7) UiEMiE & B LT,
b o &b FEIHEHIHIRIRA TR .

BIEENHE L 7 I v K& Wb L 72T v ¥ 2L B
(RCT) DY AFITFA w7 - LE2—TIE, BIEBIEEOfE
Fzx b, 48 LI () 27k [RR] 0.68, 95% 5HH
X[ [CI] 0.53-0.88) X7 HLLA (RR 0.80, 95%CI
0.65-0.98) OFFEIIAEIIIA L7z, Bk R0 55 8 E
BB BUEBIIE DM IS L ) A EIATdHh - 7225 (RR
0.87, 95%CI 0.71-1.08), #HrAEEIL T ITHE L Rh o7z
(RR 0.90, 95%CI 0.27-1.08)°". RIfEH 22T, RCT
TIE, BIEBSEIC X 2 — MBI (B1EBISE vs. 79 &
R) 1FIEEE (39% vs. 4%), BIFE (18% vs. 4%), BN
(15% vs. 1%), B LCWFHAPIE (15% vs. 1%) THo
7- 520>.

5.1.4

REIIRZYIL RIEVET)

AN Z A NFEHENTORWA, BIEEEO B K
PEF v RV THN T LEHEAELTIF Y VT —¥
EHEHET L EEZ LN TV S, bR Rk
258 258, MR 22 AR OCETEIC BT A ERMES
ORI L TN EAs, JERIE TR 22
BLEOYEREEINEIGE 72 5. 72, FERIE L CTHELR 35
BLLT F 7213 B R E 2,500 g KO YREREEICHE Y 5
CENEFLWEENTWAS, DHETIE, #MEEE LT
4 g % 20 3T CHIRNER G- L7215, BHED< 7 33 4
MEE = —Lans, 1g/BL)Hbikix5 %
1, TEDGEAIH SN WA 0.5 g/ B¢ OHE L
WA G =L 2 g/ e T 5.

Wik~ 7 AT 2 TS5 R2 L L2 RCT DY AT
Y74V - LEa—Tl, WE~ 7 ATy a5, 48
FEEI AN OB EDOF B R B 7%, HrAalRB L UORED
WIRICA BB o7z T, 33 ok
TIE, R~ 27 47 M3 IO T EIGHEIHIZE (5168
BN LAREERE rsutr XS — 8
[cyclooxygenase: COX] FHE#EEE) LB T, FED
FERRILFRD N o722, REFERME ARFS
(ACOG) Tl FWIH GRi 48 ) OIFIRIE R O
R E LTEBENLE LTS,

KEAGERGE (FDA) X0 7 HU LR~ 7 %3
Y AOGATRIAR A IV S 7 AMER B TERA L O fEkhS
HHEOEEIHENTHEA D kB E TR IS
B LTWATRMEAREN TV S 728 245 WHO 134
IR 32 ARG O FEDTFHIN LTI L, RoRRE
FEIE L2~ 7 427 AOF SRR L T b 2

5.1.5

ZI7IIVEY (FFS5—H")

BB D H1 )V 3 77 5T 2OV &/ NEAER D SRR ~D 7
Vi AR RRE L, AR PIBEEE A L 2 DR A A
SELILETHNY Y MR I 4L VBT S —E DY
VEALRBHEL, TEMEMES S, RIS %4
P RO SICE S, avTI4 7V ADLE, B
A REERROBL S, EVCIEFEIHEIHEE LT
HHEN TS, EANTIE, A FAY Y UAMERTE LR
V24 ~ 32 DR S, 32 ~ 34 HOEFI L TIEEE—
B L LTS0S, BEREICBIF =T
DY O GEITHEAL ST W WS, S-S0
T20~30mg& L, 3~8EMITLIC10~20mg %38
M3 2D Th 5. e kFGmid 180 mg/H THS:
WIHNZ 48 BERI LI CTH 2 7. 4B, ACOG TRk



H&E%Z30mg &L, 4~ 6HR T L1210 ~ 20 mg & 3B
T A ERHEREL T B,

HIVT I AFEEPIEE (FE AL =T VE U EHH) &
TR L/ RCTDYATIYTAv 7 - LE2—k
AZTFVYATIR, ANV AEPEEOFHIZLY, 48
I AN O R EE XA B2 L 72 (RR 0.30, 95%C10.21-
0.43). BEBIEE O HETIE 48 IR LIN O B RE I3 L
7205, AR o7 (RR0.86, 95%CI 0.67-1.10).
LAL, #yy aEiss, MEOEE (Fi 438 H,
95%CI 0.25-8.52), EERFABABHE (M-I 55 EAE B
T, AR, BEER R, FE), B XORMEROREIE
I L CTAEEIH LD A EICEN T2 (RR 0.36,
95%C10.24-0.53) ¥,

=7 2 VE VIR MENREECH Y, BIMER L LTtk
E5, WKL, BEFE, ©F v, BIERENDH L. BRI
SIMEEIART S8, REECHAEEs T 5. 2
NoOREHEE, LHEEREEE LRV A
BIME 2R CEX 55, EEORIMEOH LG H 5
P2 B0 BV L A BT TR D RO B 5
9 LN DD,

DOHE TSR 20 B DIEO MG O FEE BT 1L
PRBEBF ST 275, BB REE S LTI RS A7
W, FOHIMEE ) AZIZOWTIE L) 2
T, FAEEH IR T HULENDH LY.

5.1.6

AVRXIIY (AVFINV")

COX1 & COX2%MEL, TRUARY T T T Y OREL
2RI A 2 L CHEIGHEEZHIFIL, 2o THEW-1EIL
MBI A2 A3 5. EI T, 24 ~ 32 BT EHI
HgE L LT BER TR SN TV A, #5330
& LT50 ~ 100 mg 2RO L I3k & LTt 5L,
4~ 6 BEf T & 12 25 mg ARG 557 #5001
IR T2 BT, 48 BE A 2 T G-9 20 A121, K
EAME L BIIRE O ZE e a1 8], BRI
ﬁ%%ﬂﬁ‘%ﬂ\%ﬁ% 5 532, 533>.

AV NRXY T T REIELL 72 2 10D RCT DY A
TRTAV T - LE2—TIE, AV RAZ TV OfMHICLD,
A8 M LN O R I # 2 4 L (RR 0.27, 95%CI
0.08-0.96), #ii:REEEROHH AWM Ao 72 2,
BUEEIH L D RCT TlE, A ¥ FA¥ T3, pIEBIEE 1L
LT, 48 DN O B EIZ A EI2H A L (RR 0.27,
95%CI 0.08-0.96), =7 =¥ v LOIEERERTIE, A%
PEZ=7 2V LA TH -7 (RR 1.08, 95%CI 0.58-
2.01) Y.

AV RAF T Y ORBBAOREITER & LTid, #iRE DI

FIE ENNEEDIRR

fi, EABAEDEGE STV JRIREIIRE D 5kse -
PASEIL, IBIROMIEIED & =R IFE RO B R & 72 553,
BIIRE OIGEIIAEIREEL, A~ B AT ¥ U~ OBRFER] o
WHIKELTRD T 42 F Ay Y G5 OBIRE D
WA 31 ~ 32 LA O#HED % < P, 33 BUT
A Y N2 oGRS TW R, 2 X%
¥ B AICEIIRE QNSRS SNIERITIE, AU
Ay U MEGEREHNE 48 B LU LT a1 P07 $ 5]
A3 48 B LA T - 72 500 FIEBORIRIZB VT, BIIRE
FHGHE L 2 hr o727 DX, 4 FAY D V3R
32 HFTT, 48 IELINOFG-TH UL, BIIRE O IUHE
TR W EEZSNTWS, FERNORWERE L
TUIRE LM R, MR %%, PDA, BRI
FIUEALSE B & O E N IISH s ST 3999 27
OB A GV ATYT A v 7 - LY 2=k X5 fFMT
T, MRS EAEGEE, PDA, AR, Hrad Bk
ME, R ST RERE, BN I o 58E 31 AR
W EE TR o7 UL, EEZNEANHIM (RR
1.29, 95%CI 1.06-1.56), 3N % (RR 1.36, 95%CI
1.08-1.71), X U= FFHEBELAE (RR 1.59, 95%CI
1.17-2.17) 122WTIZY A7 O ERADHE ST 5,

HAETIIYE R U CIIRRBE A <, IR~
DGR L o TWAE D, 1 ZDDOBIEA VI E
WZIRY, Z2oFiMEE) A2 TETlHL 729 2
T, MEZH/TrLHGTLLEND 5.

5.1.7

FILT IV VEREE (FUh=—IL")

DR EFL B fEBISE T, AU E S 5.
DHETIEYLERE ICRBE 2025, REITIE - &
DEH SN pEBIECTH B, B GHIEM AR TS &
FER BRI S A3 5. BRI RE TS TUE 20 ~ 30 45
TLI2025 mg # TR T A, 4 FTHS L, TEIL
FEDSTEBLAE 2D 3 ~ 4 FER T L 12 0.25 mg & K2 TGS
L. F7203, 2.5~ Sug/ir HEEREEHE TG L, 20 ~
307281225 ~5 ug/m o, K25 ug/mETHE
THHETH LY. LhL, ERICERRBEOEES
FOBCEDOWREMED S 5728, FDA L1 48 ~ 72 BRI LL
ETFVT S SRR A L WX BEESAHENT
VD IR DD & 2 147~ OFE G- 18T
BRETHLEENTNSE Y,

5.2
FEINERE

MR A IE " § AT a LIS A A SN DA,
BN RERES N SN L. BUETIE, Zatte At
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CRBEE O - MEOBIG, FEIZHT 274 NI 4~

5, BUITF T I ETURY TSV U SN
TV R b2, FEIGRHD /S — » ATE KRR
FEFLL TG, UL, EEABHEE CIEMED A
FNUADHAETERVIREETHIUE, TEF LY TOs
W BT B, F70, RESMPHFRTED LR SN:
BAaTh, DROMETICHECRHMEROEBREIEED 2L L, B
ST ERGEDHLZ LR ER L, BREREHT
TR EAT ) BB 5.

5.2.1

FFIVY F =)

¥ MU EBFENM Y — L, BT GHE» S
FENESE L, FHAWZ BT FEI#E» RO 5N 5.
BT RA R L o TR D, AZEDKRE V. FH
AR, AR 20 ~ 30 X DEINL, 34 ~ 36 1213 %
b7 <, 37ME DO 5. B 5-FR2% 8 ~ 10 K
R AHE, BEEIHMETL, 52 L CO AR
FEEON LW ENL W, 5 HEE LT, SEAK
(ZEF A AIVTAT ) e, ARV T2EHT 5
Bt IRIEAED T DN TV EY, BBEOT D EEME
E M SRR I3 R A L, EAR
B L 2RSS VHTH D, X2 M 04
12, FGBIEE 3 ~ 5 o0 ORI, EILET S
FT 40 D570, BmEED 40 55013 E B
(RS B T

IR A TS 4720, 5P RERIVEGL, wo
CHBEE L CHEMMIBICESL LT 5. 1 ~2mlU/45 &
DEIAL, AR TH S 20 mIU/ZT LRI E B % 34
T/ 1 BEEGEE, 10U IS 5. i, +%
N ASIIFRIRIERA S Y, 20 mIU/ 3Dl b 595 &,
HEoVT T ANELMMTTL20THE. AFT M
X BFRSGHBICHRER MRS EDH Y, 5k
BOEAMLFTF T P U EFIEHREFHTLE XV
PGF2a, PGE: & DRFH%S-, PGE, Fx5-#% 1 & 1 K DL
FREE L TV W AIZEA BT ) A7 D720,
FEV I UOFGIIBRELSTWS, FF VT D

EWEHAZRBIIZ, XY M OESEREL ITRT
5.2.2
JORYITSIIY

TOAY 75T (prostaglandin: PG) **7 |3 A HIAR
hRO—ETHY, KRELIMFEHIIDITONDG. ZDHb,
FENHEEHA AT 5DIE By, By, PGFa Th . AR
LERRLFE % ECHEESN, FEMIERT.
W3, REEA S 5. PGF BHNIAIR AN 3
bE, HHRBEREIAHAT, FENEPRL, it
M1~ 1550w, 0%, WREIZNE R 238

x563 FF+Y Y UOEIER

- BEIRSICKDE@ERE (R 1 DA, FIE0MLLE)
- BRIRRBER 2B KURRIEIRT

© TEER

- iR

- NEHR, [MEZE)

- REBERICKDHKE

- 2D, MErt

K54 AFINIVDER

. pERLE
- BRI (BARLETR)
- JlaFEm

. BB S

. BRI

EEES

- REBENMIE PRIEHEETZDREN
- MRS MAELEREY

D B - IMERSES

- BREEREDIE

- BER

- BR(IERE

L, WEMENE T THOOMITHESTT 5. S HREETIIIH
HITE LI & 72 0, BIRRBREOF- 5 DU/ 85 — > L7
Wi & 72 5. PG RIS, BRIBHIRDSFRO SN L Z LA
H5HAS, i TIULEE ST 5. PG IERIC X 2z o
DD, FHERAGITOAERT, MRFEOIERLAL
\ZEEEPLERE AT A, T/, BERIR R IR s %
FECAEFRETH 5.

PGF.e ¥ 550, FuMiHEDL & 721 SRRl 5T
bITW5D, BN T3 5720, FF 2 v e
B, 53R LDBGT 5. 1.5~ 3.0 ug/s £ 0BG
L, 30 3L B> T BB 720 Ok =% 1.5 ~ 3.0
ug/5r 9 O L, BERRHETHD 25 ug/mLHIZE ED
55925 ug/ Ul TR, SR OEAT L F L, Bl
ER (P, M, B2 E) 2SR #5Fh0%E
BUZOWTIEAF T M VTS 532 MY, PGE;
& OFEHEY., PGE, #5987 # 1 BRI DL AR L Tue
W AIZE BRI D) 27 D728, PGF,, D513
ok o TWA,

PGE: 131 5-C 4 5. PGE: I &7 EIUH#HIEH &
FHERIPIOFEPERDPIIFETE S, M 17—t
1E 188, 1EHBEDOHG T, 1HEEIZ6§EEZR>Tw
L. RIRDPROON e ZITBHDEOREG L% 5.
IIDOFAIEFLE LRI, SREHEELHHOD 2,



x®55 TJORYISVIVDEWEAR

FIE ENNEEDIRR

R56 TJORYISVIVDER

FTFI I VEHBETDIHD

- BRIES(ICKDE@MERE (BRE 1 DDA, FE 90 ML)

- BRIRHBER 2B RURRIEIET

© TR

- PiEEHIM

- AER, [MEZXE)

- 2D, IErt
TORFIS VIV DFEBHRBIERICLDBD

- B TR CHEBRIMICED)

- % IES, EREE (KREXFEEHORBICKD)
ZDfth

- EpiE, AN

- BREIR S, RIABBDERRA

BE Rl & BHRERTLC & 5 RIS DB TH 5 Y. PGE, $Eld
AETEICZ L\Wed, AR ShiuL, 5
Ak L CRGEBIET 2 Y. %Y by, PG, D
FGRPGAE TR R LD RSB L T ngaid, FHY
2R ) A D728, PGE, DG 13EZ L % 5T
V. PG OHEITEMIZER S5 12, ZERIIERE6 11T

6.
DIREDZER

6.1
DGR DIEIRRIE

DEEAPHERIZ BT, 5 d - & bIEREIENZ
b3 2L&THD. it T, O R AA T
AT 13% BN 5 & vbi, BYRIETERIZIZE 512
34% BAMN L, #EHY 50% (3BT 5 & Vbt T b B,
F72, A A RIEME & B 2 Ui E OB LA
PEF L DIHERE RS AU AR I R B T
EVHT A0 ERTH A, iR, JEERINE
#=1E, FEIMEoEG (autotransfusion) 12 & 1) 500 mL
ZEBINT 5. FIRIRIC, TTORE L EEREENR S £
TI2E 4 ~ 6 AN 5.

HRIE, EERRICHESEICATY, In/Out N T v A% BIZHE
229 %, IR LR E & AT, R S
DAL, T T ANT =0k THWL, EHELER
PEOERR, HEE®D S DAL, SpO, % FiIC
=95, TIRETRPILIR AR D A X N 23 53
HlL, FHLEBRE= %2179, TH)VoE=SF ) 0T
V&, O Mth 24 BERTIZARRE T A S E AN E L. REML
EZY) Y TEERNICIEIAETH 505, HOLEIRT 7 —

XYV EHBETDEHD

- BIERLEE

- BRI (RIRERFR)
- REREEISE
RUPES =N E

- BRIRHREA 2

- Bk

T+ I VEHBLEVED

- BHER IR IEIR
- [REXMREFTORIEES D
- IRAE

FVIZEBRLEBIREE=7) > 7%, & <I2) o
ReH ETHEBAMOE=51) ¥ ZIZEL O D
5. F72 8BRS T — 7 VIZIMEOZ L% X0 BUKic 225
L, HMOEBEDE=51) v FIZI2DEEZ LD,

6.2
ALEIRRHEDERT

12 sBAG O N TIER#I, S FeENasRET
MEATH. WHE, THOY 221KV, ABEEOT T
W=y ) T RITHITENE T L, 12 LRI T
EHEILRD 9 2, PGE K 7 & CHEF R E1T).
IR 21 8 F TOREE T HIEBRBIRED L2 LI, F
DOREEFWUI LTI VOTARAIIR L, MY HRREHE &
Tof DB LT .

6.3

TRERTVDZER

FARMIIE, ERAEIS (RET) (2X 5. ERHEIT,
T bHREG M EY TR NEEZ SN LDE, D&
TR S BT & 5 HEE G TIIRER A ) § &
%, QIR TIIEBLIIRS E 5 - BWAKRE W - [A1EH
HWE TR (i, FRL2E) - £k @ES IS
BRGSO NL Y, REDEETH L. W EYIHIC
DWTH, [ ] BT OIERBED S ST 221LIE
X, JFEREEEDO LB O R X VR SN DL Z L DL
Ay, ARIZFEERICE Z 2T R 65w, ek, 72
WTWORE, RSN .

ories 1 (MR SERD S FE AR (I3MREFEE
DIFHLIZDIZHER L, DTSRRI 2R
72 %, FEIOERARENIZE, FEHEEORGEZHZ
ENB BT, MIFFEIEREICEZ 1k 7\ &) MR % T
KL, VIv 7 AEDL, T, LAFERIZO D%
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&R57 WEUIFEDED
ERHER

BENRELIEL (=RRRGEEET D)
RReHEET S, ERlid, BORBRHEEEE
EEHT7 TV, EEHDVIEREIEESECETEL
REEEADE O BR FESHELESERESIC
KO RBEDIEDEE)
HEEEEd
TERROERN DD EE (FIETEYRH FEMEKLD
i/ EDEE)
[l
BRI, M
Edis
BHANESNIEL
DiRELE
MsskEsRs
BIED Y%

BAER

ERhRE
BEFRSMERE, THEEE
ZDfthDEE
IVER
- IDBEREIR T
-MEZEBHAEO>N T TREIHENEELLITVES
(Marfan fERE, BREISAEIRER, XBRARE &
ERmEIREEZE, Fontan it (REDBDHIRELIED
Hd)
- fiEmE
- O hO—)UH RS R ZER
- R UREEROIY FO—ILAR)
CFT/—CEETDEE
MRESE, BINEESR BEREE

BB, s 2 M (TEOERAS LB 121, &
T T 2500 5 Z L DL ATH NG DS, LEAMERD 7
B, R 2 IR A LS EY LTy L), il
RHT T ER VIR AT b B D,

PRI B ER &3 2 TR, [T KH)
IREE DK% £E D Marfan FEMEHE 72 & O KBIREEE ] %
[TV 77 ) YHARFO (BD W iddikEmM S Z2v) 506
mETHAH Y. FFEROM S THEERFE %] &3
HIENTELLEIAIZHD A, 20720, BHENREZR
=) T ERET LA, SHREITHROIEERBIEO K E L
ZALS BRI AR - KRR D RS N A ZHEFIAT
7z, WHEKRHZ BT AZ D7 R, EBITE,
SRR OBRICRE R T 5.

6.4
EEDEROMESRER

« BURS (EZE 1A
HEE T IR ISP S RE S L UG BIIIC A - 720, a7 E8)
BB OFRISEARE) (127> E¥3 ) (ABPC) 2g%

FEERE, LI 6 BRI & 12 ABPC 1 g % B
- BURY (EZE27)

RN M R SR L USTRBIINC A 5 721, 3 FY)
BHEEIIATRT (WSE AR |2 ABPC2g+7 v <A
60 mg % FUMHHE, D 6 Rl X 12 ABPC 1g % piji
FE R TEIT 7<A 60 mg BEHE, kD
9 1 LEH S

ABPC 7L VF—HINYav 420 1 gk 1 ~ 2 I
2T THEHE

6.5

FREY

(45 3 8 7. DGR OB 2 BIROZ L)

TIRICER L, RERESLRERZ AT ) S &1, OnE T R
SEL72DAMOBERIZAEHTDHY, IR ITR
57280, BEOALZEWMYRCZEDTRETHL. 612
FERHVB SHLE IS HE R PITHIS TE D L Vo 72 b &
5.

7.

73RBS DRFES

7.1
WHEY

DR ONEERBRRIE, AGL, WA, B, o
EREITREEER TS (BB 1 1R - G058
AR TR - WIS BI AR Z R SRoZ L), L
Vo T, WIFRVHETHUEREOHEEFEEIZL-oTIE, 2
WO DORERFMNT 572008 - EH &L EY) Rt
Z) 2 TR RIS LT EEE T D TR
L HERL, TERENEZALDSA 7%, AR 72 8 & 32
WTEBENHETHS Y (L)L C).

7.2
B EFR

TEEA R OIS & 7 B OVE, BEIRMEANEENR, R IO
BB, KENIRFZ (Marfan SEMEREZ &), (EIETHAZE,
Jili By IRV 75 ML, Fontan JEER 72 & THh 5. > TUIIM
MR L E R O NTRENRFIRZEE, PAZEIENE AL L
iE, BEOGLEFEEZED BRI GEEE, Eisenmenger
BEREZ DWW, TR MRRIE L C X 2 AR AT T 120 L
CEENCEH UL, BERSMREEE G175 2 3 5.
& NSRRI ST 6 T OREIRES AR D5 61%, I £ 538K



ARSI R O FPHAHE 10 JRELL TIZBRE SN b 720, T
EIBA DR IE A RRIE & FOEE L C AR AR I D #i R A5k <
BRI X BRI XL L 0w, SR Bl 272 &
THURE B & 52T T 2 BE S KR (Bl 7 BT
JER W, TR LRI, R RE 2 T L A ORR e O FH 3
[combined spinal epidural anesthesia: CSEA]) Diffixf i1y
B LI, WIS Chug R LA kT 5 BE
TlX, 2084 IV 7IEbETHEN S 7 — T VOiF A -
WFaAT) (F58) ™Y, MillARSERAE X L TR H A
N VERER T TR A EETIE, WED 4 ~ 6 REHETIC
AN CEER IR L, IR AT ) BT RS S
MO YERT T AT VHER (APTT) IEFALEZHERR S R&ET
a{;)é 20).

TEREAVREE O 520, TEER IR A, Pl
PRk, AL RIS R O kg, WiE, BEO
ERRETHA.

7.3
FFEF RIS
BB AHEINC B\ Ch, BERHOIISIC & ) IR

& 58 MIMEECEROIEIRICHIF D RIEFFE

E=2 | B58
NSAID XIS MREHFEEZ Tl
FoOoeyw 14 HEIICHIE
GP lIb/llla BEEEER 8~ 48 BFEIFIICHIE
o)UY #0O
- INR IE&7S S X RRE AT BE
- NTF—=FTIVIREFINR £ 1.5 THBE (B5B4%)
E v TAVANI DY 1 K84/ H - XIGRRESEZ TIFEN
BTE 12 6
et - TN DRSS E TOXIGMEDOREMH(FHETL L TUEL
- X MEOTE TN S 12 BERB L TH O ERH
B - DIGTERZLD 4~ 6 BERERICHLE
- XIRRERD 1 BRI VRS
- DT —TIVIREGRIRIZRED 2~ 4 Bk
BHFEN/UY
TEICUDEZD
- 1 B 2 BR5TlF 24 B5E%(CHE
- T PERS D 2 BBERIC AT —TIUikE
CSHRESRSTE, JOvVIET 24 BEZRITS
TN RT R -1 EITERICHIIL, AT —F VBB U SXEFEETEE
- ZNLAN TREDDIREE A Z &R \E
MARTARREE XIGMREFDFE TIF AR

- R 36 BE CTITED FEN/ U VDRDEN/ NV (CUDERD

- REMBR#ENTRINDBEIIN/ U VRSEXEME ST

- DBFEFED UL [EFHEYIROD 36 BERICEFRIELT, HELESKRDEBEN/NU VEETH U SIER

FIE ENNEEDIRR

DancB o EOME LEE T 55605 5720, 145
VIR LA VT g v T AT E
MLFE LV, 2O, ERBOIRE L GFEE, TR
FROOHTITRFEZAL & BIAE D LAREE, AT - FRIHIEE & 2 ]
RN, ERHORGE & I DOWT, TEERAFEHE R R}
oo iR a 155,

ECIZHEIRE - BEEIZBIT ) A7 En e 2 5N 570
KU EBEOWAE, HAEOEREIREE, BEMICBITS
TEERB) RS H IR & 2 OFFAHEFICOWT, HLE L))
SEELNEDN DL, FNOICHEOE, BIES TEW
FYIFH, B2 EUHOZNZIUIONT, Il & BT
BHOFMEZ T, BEICHAT 5.

7.4
IERENERIEDTE

JFREEBAAG 6 BERTRTICIAR A L L, EER TRk 58
WL ¥EZ T, W &0 RS il & i 1B BT 5. TEB
JEHEMERT | BB L 7 b 7 — 7L X0, AR R R T RR
F3E (0.25% 7ENH A o RaENA A V7 E) % 3mL
TO9~12mL EFTOAEEZGEEAL, T10 LT O

(BN Y7UZy o598 - BARBHES -

BAKEMEBFRAR. 2016Y)
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CRBEE O - MEOBIG, FEIZHT 274 NI 4~

a5, VPESENEATETTLIET, AT—TN
HMEPIZEA L7856 T b SR TR SE Fh 3 S REAE IR
AZEEFY, BT =T DT R TFEICKA LA T
bEHRE 7 EETHEMIIEST, W FE~OBEICL Y
DHZENTED.
P51, 0.1% T NI A > 70 & ORI & Rk
WetEl 7225 =)V 2 ug/mL &% 6 ~ 12 mL/FCH
TCREREANEA L, S S AR T % 8L D D43 7 g
A 5. 53 A AN AR I B % [ 5 % 7212
MIENALE L, @YRE=41) v 72T 5. T eI
P ZEB) % AU I HEIR S A 7201213, BUMAEIIRIEE= %
) v 7R LT O — O D E . JHRE - K
RELHHEE=2) Y ZOE AL RBENR TN S 0
HEREO BB O THIE, (CHREORREE EAEEIZIL T
MW 5, BFEEMTLNEEETE, ST - WE 5%
L0 e TG & X5, JEME A otz R ok 3 & L
THOWOLNL TEIGHIEESRIL, Fh2 I ORISR
TLHEORWERDH 5 (563, 55). VLA VATV
IVT A MY AXIMAEPHEER S, w0 e Bl R
Wik n &3 2edHsb FXT P VILOEREST
ALk &721 9 557 130, RIIERPT AT S8, LI
Ml AR mES L, MIMEKsY LA S5 LadoT,
VIR R O FEIHESE O G2 M8 S 5 5, LEROIE
FEYINY VRGBT T AL THERR/ABRIZTS
(L)L Q).

7.5
W EVIBEIC ST D MELEEIR

DERBE IR ON LRI BT, 4 D LEREO
REZZEL T, bol bLELIIERIEZRMTE 2
RIS 2 IR 5. DA MIBHED I Zh D EL D EN
TWDEWIREIE R . LA L, WEREEREEDS
HRRERRI S BT 7Y SRR OB A BHIEIR I IRE L
TH %0 SO ISR Ui F S i 26 T £ B 151
ZBWTY Y SO ISR O F NS A, X
HORIBEED T, FREEEEIH 2 157 4 (AT T SRS
R 2», OIS BT RRIR: & B 1 PRI R PR I
FBINIZ G- % M A A DR 7B R 7 BT RS RO
% (sequential combined spinal epidural anaesthesia
sequential: CSE) Tld, R RN & 2 L 72 1A TH) g
DS N D70, MBI * M UAE Y 123
WTHHERET DA NI Db D H Y ENR T RREEH
D PRI C B C R B PH 20 S Il W 2 & 729772
O, HIEREEZETIRES 20, EFMROYEE,
Ut A FREREHEYE B W2 OF L ¢, [EHE S
PEERFOSIEAFE I 2 /%M 2 DD D (L)L C).

R EEPFUCER L TER T NEHERBYIIRY. Th
TNORBED BHROTEERBIRE, & IARMERTR I
HHHURIT TR Z R L URBREL IR 5. 72e 2
(X, A B BRI C D [ R I 0 13 B8l R I - R AL Bk 3R 0
(arterial partial pressure of carbon dioxide: PaC0O,) % 41

K59 WRESHBEOTFTIVHICHIT DMELNEERDFER
HE< SIETHE: R SERE
EROUZS 50 5L 0
e e e T
S e — T — e
.............................. o
SERENC L5
" AIIIC PaGs, PaCO, BT
........................ e TR
o B
.................................. L —
.................................. e
AERE b Eiééj%%géégéﬁ T
EUXI50)

- KRB COMBRNMEC K DIERAE, FMEEEN TI0 AN CHiEfcs, RMERTDEENIRL).
- BEVRIMOERAMENClE, T4 IFORBDRELICSH, MITEEANDHZESLEBENATVD, S DR THEMCLEE TS

CAFRDRBMERTHS.



L ORI T2 2 A TE 575, MEENE EA-%
AU ChfiMAE8Ht % 15728, Fontan fEER R Bl @R 1%
I ER THEEILIETH L. —HRICEF RT3
ARDSF E I A R ERBESEO R T 2 S A T RelE
AL, NICU ARG #4255 120, 508 &
WRHES BBV EET S (L)L O).

FHEGPAh O BMGIHERIE, FEASOHCTHILIC LS
R O®E, I OFRT, JFRIMEEITKE (L
B, ZOHAD—ETIIR, BEEOEBSIHIGET
V&, SE TR OFHEAN 0, FULEHIRE SR £

F4E (RENTEE
ITa—% DS IREREEZOND.
MIASERLZIE, TS K AIEBRENRE R B B A % F A
5720, fEFHFHRR R ORV 7 R T £ 72 3RSV
CADHHTH 5. (RRERITRIIE S 4 Y4 A P2 v
7R IR MR SR R AT o L A EAS, TR
B 24T ) BE T T — T NEFED Y A I 2 785
LT, FHEMNIMESEZRE . it LK IRRE O Rh A
HIET 212N C, TERIE =B M5 EREr S 513
A, EAEOEREEE TOLME A Ry MIERIC - LD
B, ETGERETOT 72T 5.

B4R RENLGE

1.
v bt o) | VRS 4 Ala W4 Y

1.1

HAF—=FILINILb— 2V FRZ Rkl

OAETIE, MR - HE R ER T 7~ TR E
EREERS D 2 LIRS L. DDEITHE - HiE T
IZRBR SN BERNS, RO KBIMRFPARAE, MEIEFk
ZERER L OMBIIRFIRAHE R ED DT ON L. HET VT
A SRS EETE, U T HRRED W F 24K
FHETAH720, ZNEDOEDS LA EANBA L 727,
U FHFEREE G L TR ATTREMEDN S 5.

INOORBEL, ERP O LA ERE I, R
FEDBER T D LD TV B8 g 2oL
TR HIPNTH Y, OASIEROBEZ B0 L 2 L3
v, L L s, BEOREEOEAL, R0
REFERDIEES 2 2 EDHE SN T D, EEORAEE
1, IRANZEE T RETH LD, HIRFIZA > 5 =R
DAy PRBEII R BER ST A, SOX) RIRICE
WTC, TETFTYATZ LW, W=y A T7—T )bz Hwn
7297 — T IVIBEOE DS S TW 55 TR

DN — IR E FARE Lok 7 — T ViE#RI, TR
WHEI P WEE LS IHEL AT 2N S 256 7%
L HLETHOALSEROUEHEZ HYTHITENL LD
THY, BLMENLREREVDHE. LoT, @EDOH
T—TIVIHROIEHETII R, ZORMILBEEEICEEL &
AU B2\,

TEAR A DA EREIRDS, EIRAEIREN TR T2 b DD,
T ORI EE ) — @O b DD, T L EDE
ETHY, W7 —TIVIEROBEISE, OASIEROBE)S
ERRATREIZ L5 TH 6 ENT WA Z &2 EBIIZEHE
T BWED D B 20 e OFFEM, EIRT, B
TV, & ICHERRGT & S 5 2 EEETH 5

RSO 7 7 — 7 VinEIL, ClEmEsVEE, 188 2NE
INERVZT TR, R AR R 2 R ER M S At
EF T — AER AT DM CHfT T A2 LT L
Vo F7e, AT TIVIREORINE, TR O E TR
R L 7o OMIR 18 B LI T I D Z DY EE L\
512, JREANOBGTEZ /NI E ED 572012,
TRARNEER PR 2 BB B TR 2 2 LMt s

z} 566,567)

1.1.1
B

AT =T IVEROMRIL, KBRS, fEIEF S
iE, BBIAR TSR 72 HE 35 & UK VERTBIAR SR 78 AE 7 & 203
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CRBEE O - MEOBIG, FEICHET 274 NI 4~

5N, FWIHEIZL 0 hb ST OAEEIR (NYHA L
WRE 7 7 AL~ IV &) DA T 2G5 #INE %

D, FIRED SV — IR L T2 555 2
EHEETH LY. RBIRFAE T 500 — 2 Fp
TERUTIE, KBRS AT SR TTEEESD Y, 20
SR R/NRIZINZ B 72012, BEZ NV — A A0
RAPVETHSH (FR60) (77 A 1la, LNV C).

KENIR A 22 E | LR = 0\ S AE S B KB IRBE O FE
FRBESE (cystic medical necrosis) 7%, #HARIZHENE 512
MEEs LA L C W2 WD D 5720, BT — T IViGHEIL
fabrtEz N5,

1.1.2

Bt LTk

IR AT S 72 OV — V FRIE R OB P #1285
DL, XD TRSN TS, THBIIRFS AR
B5v— RN BV TIE, B2 BT RS S
NTW5 —J5, KEIRFIRZEAEIC BT, AL
RLEHOE L WFIIIARED 2 CIEHEDSA T 5 TH D,
KEDIRFEFOHESTIZ & 0 N TFpiddiast % & Ly R G
RUBEETLGENL L, RETPRIILT LD BIFLIER
5%\ (79 AT, LUV C).

1.2

HAF—FILinBEHRRRIEEA T

LB WK (ASD) 12 %F 3 %, AMPLATZER™
Septal Occluder, Figulla® Flex I1 72 & OPASERIZ L 5 7
T =T VEHD, DOETHHEFEEEL 2> Tw b, ASD
X, 2L O%E, RIBFECTHIR - HESTHETH Y, 4
RN T — T IVIEEP VB L 05 2 LIGlEIEE 2 6
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