T 3 EEELELFRERNE
T/ANiEMERD F— 5 V7 7 — 2B A%

A% B O HARTZ K

( 5y1EP5E  BEWIRBRZ § D/ RO ARE
B - 1551CBET A H9E)

‘I oAk, WAEm, RHAFE, B BZ,

AR, W

&', SE AR, B AT

MARE, BREEL EFH B

By : AR B R BIERR 6 Bl 11 BRI SO T IR T 2 1T- 720 397, BIBOMERIZE%2 cvs /Y7
U—7 RFLP 7263 FK R/ RBAESHC & b 70, 1L IR BB REZlah, BiREPMELI 55
2L TFH Perco NEE DR/ ATHIC X DB REAHT FIT DD BR 16D > 5 3 FliHHARTZE 2 T
5T ATHERARES NI, 4 Bl 2 FlIARRE MR & b AR E Bl a0, hiEanic. 2Fidsk
MAR & B S, ERZHFELIL 25 1LAHARERE R Sh D, B2 1AIMARB TH- 12,

RHLE : AR, BXET. WENDK, BLEASY, BRMKN

IR E VR Y d
IfitA St R B R RS T b 5050 AR A AR
bLX b ZOMBROEE, FEETEICEELZ DR
Hafkd, Licd-T, BEHR: ZRE2H,
AR AEO SR FELBD CER
Th 'l FEEDMER A MBI T&
FER i AN B HAERTZENC D0 THET 5,
MEBBRMARADK 1/s DEETH»B L&
EBHRE O CE L HBOFRERC L 3 EXKRF
BEFHSEZFIB L EREZHRSBD CTE
W~ BT H B T L6 D EBO M ARBE
EAEFTODRTORVDORBEETH %,

2. N 7

1984 FF4 0 1 GH5 1991 F12H31 HOMC T
PRAEE BH SN 6 LOEROE~ 11 RRT
bBo. RAELTHR EVLFHEKLTEEMR
e 1,

3. K ik

1) EFRE  MAKRADBELRAUL, HERPE
D CVS /Y PeatffF R Su—7 RFLP & 72(2 fEIR FPER
DFKREER] REEFFTOOTNDIT L > 720

2) FRRMERGD  BEEHEFETIC19~2180

1R > & RRREEE (RG V2 3Rl 27T - 2 oo HLEEmAE

ZRBB Y ER AZ/NREL ( Department of Pediatrics, Nara Medical University ), (1)EBZ24FTERE
MER, QFERREERAR, QBHEBAFE 1 W, OXKWHIEFv & -ERAR, OHHE/IIRT

CEbEEE 2 —ERAR
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LT1/10~2/10 BDS.8% 7T BF b)Y 4ok
Mo 21~28 GO PTC % FIL T RT3
RS D> & BAVEIN 0.5~1.0 ml 2181z o M35y EER:

—80°CITHFE L, F51 74 2550 T HENT % Sh
120 FRIMEKIE 16(%) & MER 44 X 5347 (RLRERS R ifiy
ORE ) A sn Y,

3) BIXRFEIEE

BXETFEE (FIX:0) FXAFRZM T2 £
HE LT —Bik,

BEXETFHR(FIX Ag) L e bERERF R U 2
O—FWERIZE /0 —FUHEKEBOIIY
FogwFHkic ks ELIS8%%,

4) BRAEANT L TEEEP er col) BEREEIC
I BBICKFERABIGRICL 5 120

4. FERAPIARA R Oim S XK F

AR B & 3 BB R A ifrRie s R (IR
& AR I B 2 &) 10BDF IX 10, FIX: Agis & 'Y
L PT LHyfH 2 T LIZ(RL) o FEFERHREL
T2f RO VIR FEIZ LB LTid 202 IR T &
SIERZMICCHEE R L TFHEINT.

#1 SEPPEERERORMBXEFE

v URRPT (N=10)
ik o Ht  FIX:C FIX:Ag D 3PT
(%) (wdl) (u/dl)  (sec)
Mean 21.0 34.5 6.8 8.2 73.2
S.D. 3.0 1.2 2.8 2.7 9.0
Range 17-26 33-37 3.5-12 3-8.5 62-89

{45-57)°

5. EBROIEH

FEFL(EL): 754 7o M3 B 1 FICMARBRE
REROERT, $2 FERICE LT H AR ZE 2
T UTco TR IR TR IC Y TIC FIXIC DI
{E(30~40 u/dNX b REEF L ZUTIN T B 1
FiX FIX:C 25u/dl, FIX:Ag100v/dl, = LB b
oLR TS 2F R0 e Fe ey BE(PT)
B35 126 B Cois7RY) & ER T 2 ERRB R (AR
BM , Hougie & Towmey 1967) T - 12, AR IIE
KT R L HI U, R 2 B AT RS
Fohiz, BIRIMAERO FIX: C & 8.6u/dl(Ht 35
%D sample 2), FIX:Agid4.8ufdid (EETRH-
1eds, —ik, ¢ OREHAOERSME - £z,
v UM PTIREEER 26, EREARNTH -1
TE XY, EMAREZHULCERZRRUI,
HUER OIS MM FIXIC, FIXIAgBZNFh
55, 30u/dl L ERTH -1 Vs

Ht F.IX:C F.IX:Ag Ox-brain PT
[£)] {u/dl) fu/dl) (sec)
-1 Propositus 2.% 100 126(57)*
1-1 Client
3t nen-pregnant state 30-40
at 11 w of pregnancy 90 100 79{57)*
11-2 Fetus
Sample 1 15 18.0 2.0 74(31.5)*
Sample 2 35 3.6 4.8 TI(31.5)
Newbarn 55.0
*Nermal adult control
1
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S 2 (1D(2): 254 7~ b (W-2) FREERF
& % BICE O BERREE Th 50, FERIIK
FIX:C, FIX: Ag BZ N Zh 52, 58 n/dIE {EFT
AL EEHRRE LBH ST BRETDHS
B8 (V-2)13 FIX:C , FIX:Ag HSZNZEN 1~1.6,
11~20u/d1 DFRERE AR B BIT & - 120 BARIR
BIRC, A FIX: C, FIX: AgldZHZ1L 8, 2u/dl
Thotio H 2% & KETHo12 T &5 5 ARD
FIX :AgH3~350/ ABEABTHLDEBA, —
5. FEIMACR & 2 L TR 2 kL 12 AR
® FIX:C, FIX: Agi3FNFN 2, 100/d1E MART
bolto LMIBHE—DBEBHITH > 1o

** Spontanedus abortlon

F.IX:C F.IXIAQ
(u/di) (u/al)
IV =2 Propositus 1-1.6 .20
11t - 2 Client (non-pregnant) 52 5
IV - 3 Fetus 8 2
Newborn 2 10

X 2

SEFI 2 (2) Bk OMERIS (M3) : fEF 2 (T-2)
LR 81 TRARRKBEE(N-3) ZHE
Utcl &b, RFRIBHFBREAINT CTHRE
BIoE B, FEFIS (- 3) I 2DEKT,
TCERE L ZHixh, sSHOATHI CBERG

*0&C
¢ Spontaneous -

abortion

Sax diagnosis by F.1X:C F.X:AQ
amniocentesis/ (u/di) (u/ai}
RFLPS
1V = 2 Propositus 1+ 1.6 1M ~-20
11~ 3 Client (non-pragnant) 50 (1)
IV - 5 Fetus * Male - -
6 Fetus” Male - -
7 Fetus ** Famale - -
8 Fetus ™" Female - -
IV = 4 Fetus *=* Female - ~

“x=AlH separatad by the method of discontinuous density gradient using Percoll
was performed.

X3

FERZBRLTH b, WRKESSIICL 2T R%E
BELI, MEE b 5~6@]‘0)>9%%Fa‘3}\13‘§%
(ATH) #BICERICRIDL , CVSIE TRIR L Bl &
Nizo & & CHPBERIBCTTEE S LR
HELT,.

6. xe»(K2)EEBE

LRRO 5 b 4 Fldst R & BB & H, IR 2 #
Flzo TDH D5 2 i3 BB Per ol B HE
izt B BEREADIEC L BIERT, HELL
b R HEE Uiz, AEANUER, BABLER
BB T B, HESEEER TH S MARIC
B TR EESE EHEATRE S BRO —D &
EZrbhdo

TEREIRT, 55 sElRRRBE R YRR
AL SN, Chbodd b 2flidha
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R HA S D URIOERT H-1co 4 HID
5 el iEpR P A R R Tl R S B & 2BHf &
h, S hice ik RnRPOBXET
7 #IC T MLA B & BER e 5 2BlEFFMA
75 & BUT SN, EEROSERE SIS, 1EIIIIER,
1Bliz AR BRIR Th ~1zo B IRIMAIR B HA
BIEHT OME—DEBHITH ~720 CORRE LT
RAZSHNESRERSEXERFITFERAE TS M
KRB RE Th T LhBli b RICEDEE
AbNbe
I A5 BO DNAHAERTZMTE, BAATRHER

B L ABRETFN RFLP OIS E» 5 K
kDB 5 D LoLAsS, MARBOBRET
RS MRRAL DIRBIEATESH, I TIL 388
FlOBESDHZ o Sz < ORITEAOBET
ErRFALLHAENZHORESIF SN D,

Y,
2
3)
4)
5)

6)

7

BEHR

EHf B BAEEFI  3429:171, 1999
TR  SRESME 39:5381, 1988
EIREEE | EEIRAREE 581546, 1989
= = Ab o MBEEIRE  20:368, 1989
Yoshioka A.et al:Br. J. Haematol.
59:265, 1985

Yoshioka A, et al ! Jpn. J. Human Genet.
33 :895, 1988

Gianelli F. et al i Nucleic Acids Res.

19 (Suppl.): 2193, 1991

# 2 Summary of prenatal diagnosis for hemophilia B

(NMC: 1984.4.1. - 1991.12.31.)

No. of pregnancy

No. of female fetus

(ATl but one* went to term)

No. of male fetus

Artificial abortion

Fetal blood sampiing

11 (6 women)

g (2)%*

7

(non-affected 1, affected 3(1)***)

* Spontaneous abortion
** AlH case

*** This fetus was once diagnosed as non-affected, then went to term,
but the newborn was idenfified as a hemophiliac.
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