(Mm% EIE 3 RinlEfkE
- AR -

#18A
MRFZFIF S !

2015.7.27



7% (hemophilia) &I

- BizitRE (FiESEER) > BFEAEQERBGFAN

» HIRRT <N S, IMRIZROILMBAE, T - FARAM - FED
s EZ&ELRT [HRERm]

- RAIFEEBTARZTH S

- MARKICIE2ZTEFRDHS

» MicfRBCTIFH BN, ENRMEVEHICENSRFENFFIEN
2<0aEhiHS

#7 50BFhRFRFMREROTR REE0O) 'MAHBME, ZRNT
(MILTIZABIGERIBASRERE 72— BERR)



M7 % 28BoRNgE

. RS o B
(B RHRIE) . Em
. REREM i o HMER
amme o HEONZRI—E
o HERE
© A o HERT
o MEROLE



FIBFERGHAZNICOVVTTIH,

IERORB & -
o [ERTIRF120%MIC,
LT ORReE (47F) &
HREF(XEYREF)O

BE146FORBFZT-TID,

< 4

Al XRedF Yies

i XReF XRew



BRIGHZ 3V
X R RG
BRBHELERE BRBHLIEE YTy

ElE RN
A7T0 hE
- BE £2E

a a a A A A

FENE FENE FENE
(217 Cigi) C R

-
A A a a a

KRR E KHPA S



(7 [ o

mRBHEIERIR
¢ ERIRIEEF A
"o IEEEEFa
aa | Aa Aa aa aa | aa
ul K Xexe)ukeln ;'

aa Aa Aa aa aa aa aa aa AatE%ﬁE?%
1. ImmEIGFA EIEREIR T a EOHAEEA a CTERIEI

D.
2. BAEER - 7 - RO EHADSHEHANLEEG LU TFETD.

3. BEDMLEF L : 1 THD (HRIICERER) |

R E RHPH S



veia pe=ar s ge R E RHPAL
Riniizs\

miReFLiRG

E‘Tg KREET a
0O

AA‘Aa AA  AA Aa‘AA
A

00 O(OAI1 O O

AA Aa AA\ Aa| Aa /JAA Aa AA 373\‘/3\7:‘_3}%5
ST WO O a aDHNRIET D

AAlaa Aa AA aa AA Aa

000 O

Aa Aa Aa Aa

IRRIEBILF a CERIBILT a COEAETE a aiFHIiEd B.
BEDELEEL 1 1 THD (HRICHEER) .
. RIRBILF a LIEBBILTFA LOHEAEEA aFRETERZVLD, RESEEITFEN

N

4. BEETE - MKOPCTRET ST NGB0, —BOCE - 75K - MGEICRE (T
UVRON,
5. BEDEIZHICA a DEALEDBEEFEFOBEEETHS.
6. MER(FIRISIED = ENZ 0N,
(A (5 S ] T (B DB D[ — 1R 2 T (i < [ = 1SR TR T



KRR E KHPH S

TS o Y s | SO O
RIGizz\
X 25 RE
-fEi B HAME
RBIEF (I X Rk L (CHD B-O
Xay | XAXA

v

BE: Xa YCHRKRID

© 0O 0 ol

KAY | XAXKa XAY XAY XAXY XaY

ZM: Xa XaTHR®KRID
el ToXeX YOI It

ZME: XA XaTHERUML Xay XAY XaAXa XAXA XaXa XAX2 XaY XAY

1. IRRBICF (X ERBAELE(CHD.

2. IRRBIF X a7 1 AR DOBMEX a YHIFERT D.

3. IRIRIBIGF X a CIRRIEIR T X a COHEAFEEZFOREX a X a (FF

ERSY

4. IRREBIZ T X a LIEEELGFXALDHEAEEZFOLEXAX a (FR
Bllga (T BTrEI R TTAHA N SBFRIETCHZR



SO # 3 E AHPAL

Rz
X SRR
BRI

B4 : Xa YTRR Z%E: Xa XaTHR wWE: XA XaTERAEE

i'é)d)bé)i'

XY XAY XaXa XaXA Xaxa Xaxa Xay XAY AXa XAXA XaxXa XAX?
®. BEBUEX a YDORFE, ECEETH @. - BEBEMHXa YDIRE, 2TXAX

Q

3. a DA
=A15, BYENSEEANDIERIELF BHERB.
D - CORREBEZIBU CTBROEDDE
1LIZE(TTIRUY. =
(BEBHDOENX a X ADREETRRULED) g 3.

—HN = 1T HAR=XI"EBEHINTEE 4=



mAE®RORIGHZNG HFESMERT )

[ MRS X ERGE
D BF :EH 100%

| MEROBER R DO—F

X' ERlGT
sl X'y XX IR (FEEF 100%
o . o RIS TAIND X 2L 4F
IERB% X (REF ERIFHE. TR
W HMAERDOBS, R

| | | |
. E% 50% Kt
BT | e Fooe C N R | RIS,
REE50% =3 e B () | « 8FFBTBRD2DB
" PXRBHEDESSHE
XX | K XY XY :

IE®  50% XY B, LHoTEEH
; = % |
I RMERFEEEOEDE REEGCFEDLELE

§f£§,’§%m@§$ | & BEFIRMERCES

I I |
Ll |
-REECHIBHNSR | | (A AR : —
BREFEBOMLCE | padal-) Y
I XY S XX

| FRATRIETS. XY

Bl AEST

¢ [BiLRIENIS0)
¢ ERICIHF. MERBOEBEONNIEE, RAERICS > TREFISIEEHNTINS



M#A{R% & < 3 EERERRE

220 A 2N ROFEE

'ZAORFHhEIfLiRALMIC & L1 FET LI 83RIS,
JABORTORILEZERGREIND

(BlfLIF 2 2N ANRBE CTEFORMERICH U TE%SBBICHETS 5 Fil)

€01ROALFNROFEO#RL

TZAQABFNENRLIC FLUTETC L&D,
BISCEREORICTEERT (THAIABORT) OinBIcE
REEEIND



MAi&®% & < 5EERENREE

&

B mh - TEFICANSCERRBLTINE !

¢ 180054 ERulC
¢ TR L TIEhaREYE (FiEAttRiniE) O
& E7ER975 ih Mt e B i

HBICEICRINTIIE,




MAKBICET 2FEORE

MARBFHIREOLH. 2 <OEMFEMNEZERDS 52 ENG L,
% UV VRIGHZ A NMERR G ERBF RSN TV - 12,

18035 w skEOEET 0+o 1. ROEMNSBEBENISHENLT.
B SMBIC & LI HBMFEL . BHOHFNERL, GHNER
BSEENHDI2EEBELE.

Otto JC. An account of an hemorrhagic disposition existing in certain families.
Clin Orthop Relat Res. 1996; (328) : 4-6.

18135k m REOEED Hay 1, 6ERICHFSMAERBARRERESLILE.

Hay J. Account of a remarkable hazemorrhagic disposition, existing in many
individuals of the same family. N Engl J Med. 1813; 2: 221-225.



‘@i

hELESIEBHNZLTHENT 5 &,
EaFHicLTmziENHdM ?

BN R R




:
@M/ RD¥E
=

& AN E
feLmh
LS
&




A HRALHID

RPeHt=15a8, TNNEMRNEI DHIMMNET BELLD,
—EMIIEELTEHERLEL,

5mmEL T D H I BE RUR H
10mmEl Lt BEAK H i




i MR S

HIMOMERICEYBEENGER
HENEEBETSE D,

QOiEREFDNRE THEIND
H M (FKRE<, REEEAH M,
MARAEMAEREMBIE L

LY,
QO/MEELUMENDRE TIX
BB (F/hE<, Sk m, Bk
HiMEREBIEMNZLY,




it MER I & = &IC S S MRm O iER!

t 1 &R iz H I 4%
m/Mr-MEEOERE R AR FRARH .

(B8 - ¥ H%) /NEREIR HE I
ARERE 23 AHER .

(R -#hR- B ER) f& H I

A pZ3=iif ik b fRHiom,
%0y fanhcdanbiil]




MABOTEIRIF "RERA - AARNG EO)iFaRHLm |

v BEOIBBIEBRKAICTGSHEFT
RINGCEEDND

v IRERNIMRROIEMBET
EZHIXEND

¢ FolfEAOLMHHFHBITHS
¢ FAERM - AR M MARIC & SRt ORIR YA EOHEZ X189 S
KRIFHPERBENHSND



K

e[EEBEIERTOIL

MBI & DS J

([CRDTEMEA t?%:

MEH

B ONRr—I;

fHEOmEE

fHRAFH MmEAIC
N,

|

NS

T4V
(D

HE

5B OBNIF
212 AICFD
— Rtz OHzRk




BEORKRE nENEEFSFTORNENESS

B EER O R 29 R T R0 200 E R
(APTT) (PT)
X1
APTT | i I | Pj |
e MERICHAU/IEEE A L ' M | e MEEICEBEBRO /R T
JJFZ T A ’.Jn.l'd’J’ B E X Vi (A 513{'\/"5%7_‘
XI, XIEFEEMy | R £ :

| JEREG %L
e | VH\ / Cai"Z?D[]/{_ G 24 7
o XSICB T O/IRT | U MTHHETORMZE
“Xi/"J/]h’r”ll ‘ @'JL’ 2.
Ca*ZEMA T4 )Il | 7

»53@.

w NARDISEH

X
mp il ()4 .‘.’
AR E COBMER 1V | W AERORE )
I
|
|




1800t Nl B REAIEIZO)FEER

) NEROREN. MMROHEEOREICS SEATIREL
MmiEBAOREICSSIEMBSHICINLE,

AR ClF, =RERRNIESET S

2 M#2E R (Lee-Whiteik)

FRARIMZERERL . € DERMEFASMBDRENEAERT HETORRZRET A,
NERFEERFORZ., BROUENROFE. BBENEGETERELLGY RV —=)
BRELLTRLLNTES:,

PT.APTTA—RMICALLNDKIICE>THLIE. HFEYITHONGELLE>TES,




19245

AR CTIF, REFBMNERT S

Robert Feissly (R4 RO)MiRFE, 1884~1965) Ni, IEXMA
Vi HiTI DI EICSF > T, MEABNIERL ERERRBN—
RINMICIERET &S, BINGHIZARRRZRS UL,

_ 5 B 100mI IE & M &%
B2 D R E RN

MEFEEE 1 1.5F 8 2645
MEREE 2 1.5 3045

_ B ERERS 50m|d) IE 2 M 5%
B2 D B E RS

MmxmEE 3 S R[] 2357

2779 RBOINEKIS,
MEFBOBRRNIESEMIEICTEES DEAFORZICEF D
e EZHNTTHIELTILD,




MAKTIF, RBERRNIEET S

19365

B REOPatekSldF,
1) IEEMFRPICTFES SMENPETIAROZEIRZ BRI 52 &,
1) €OMARMABNOFEICIFRZLTINSZE
ZsBAU IS,
B O TMABHAHANOEEEFORZICF DI ENEILINE.

< OV'MEDEIC
nMmA{BEF (anti-hemophilic factor (AHF) . ZVIIIETF)
EFFNDFAHICEH-E.

VI | ulAAREF (AHF) '_ 100~200ng/ mL: Vila




AREEFOEIE S o FVIAFIFIREELOTLD.
HFES i)z E miE=za SEMEE
I 24 2GS 200~400mg/dL| T4V
1 Jakave> 100~1 SOUg/ mL| BOEZ
I fHEERF A, B, ﬁ“%’%lgyb\ -
\4 (HILDL) = =
\Y ALZERF (ACFOTUY) 50~100ug/mL Va
VI
VI | RERFTOI/=F) 400ng/mL Vla
VI | mAREF (AHF) 100~200ng/mL
X | ChristmasEF
X |Swert-Prower®F | 5~10ug/m.| Xa
XI PTA 6Lg/mL Xla
XII Hageman AF 20~30ug/mL Xlla
X | 74U EERF 10~20ug/mL Xlla
U | TUAVoA 50ug/mL| AUZLA
IR BT — /0 70ug/mL| 759+

ek 181 [K) £

MAE{®O) & 5516 1>
ARMUERBERBGED
HMZAEICSFUS<OMm
RRERAFHARRE
ne.
1B0ERhtAMS
90FERPRASFTO
WFERMICTRETI AT
ORBERBRFHNRIE
INE.



Classic theory
of blood
coagulation
(Morawitz)

1900 1920

B E1OyRR

= Waterfall or cascade hypothesis

Antithrombin

% E NS EE S EEEE M EEEES I EE R LR LB L

Normal plasma shortened clotting
time of hemophilics

= Quick’s one-stage PT - PTT
- Discovery of - Roman
vitamin K numeral to
identify
coagulation
factors
: _1940 1950 1960

= Factor X
»Factor XIl
" Factor XI

- Factor VI

= Factor IX

= Factor V

= Factor X!l

wK-dependent  Thrombin
carboxylase . activates factor XI
in the presence

- Factor IXis | °f HMWK
activated by
TF-Vlla
VK epoxide
reductase

1970 ‘ _1 980 2000 _201 0

TFPI
Heparin cofactor ||

hrombomaodulin

Protein S ADAMTS13

Protein C

LMAN1
Fitzgerald factor

letcher factor




1% 2 EH]

B1EMS1T145F ART7Ta7—FE

Ay 52 FREROEE,
16035ELR RIS 175 FEE%ZF# BT
REESHHELG - .
1MTEIC7Z7L—R2UTER (41X
R) BRAILIEILS,

17141519015 IN/—"77—EB



1% 2 EH

BNEMS1T145E AT a27—hMER

17141519015 IN/—"77—EB

s N/ ="77—RE. RFA4Y707 IL7ROENZROCHEO—2FEOE
ROKRRCT. 1692FICRRILLIE/IN/ —7 7 —QBEOBEORRTH - E.

* MAFICRT27—hFACKRND>TI X ZOEREGL, IN/—77—
EAFXIROBE=RDIRBESEFHZE - IE.

» 18315EQ 7+ N RITLEANIM X REBMiI%ZTE -» CRBESZHRIAL.
IN=77—ERIBBAFIIZERDSRRLE.

1901 SIRTE H7R=2R—7=3—42%1



, p [ B A
KA V&R — AV EFDOETF

DAL TNr k2B @1 TLCERE
@/ ——FE ® VAT RN ER |
B~y rEE DN—=F L AkAE
@Y st ER @FrviraE

e

300 600k




3NEMS1T145F

RTa7—hE

171451519015
IN/—"77—5R

19015 S53RTE

1% 2 EH

TL—bh20TBERTTILS> FEE
@®¥ a—211 (17145 - 1721%)
@% a—21d (11215 - 17605F)
@% a—31 (17605 - 18005F)

TL—R2UToRSFUTTILS o FESERRE
@ a—¥3it (18015 - 1820%F)
@ a—¥4it (18205 - 1830%F)
®r7 1« T LM (18305 - 18375F)
©@ 7« 72:17 (18315 - 19015F)

H7R=2RKR—7=13—42%} (REZIF 7 1 A HF—REFFNTIS)




71+ NITEE

(A X1 RETE)
(18195E-19015F)

SAXNR - -IN/—"77—EHORBNRETE
(12 : 183715 - 19015F)
¢ HRBHZEERHRIE - FtERHIECT
BREBWARL KR TR ZRHI 5L
ELTHASN, €0ialtIE 7+ 711
TEREFFN S,
¢ E(IF3FEIMRAICERTY,. ERTFI
ABEOPTERETHS.

Victoria




\ - = * IBOFH (BIB. ¥5B) 055
71 7MITTE—R LAKILRBOEREETSH - E.

* —AOREOFRNMERT “Uste-190t)

o tERRARB T
B, 1@ HolEERHNS.

T O GO0 & O

Edward VI Leopold Beatrice

560 GME0Y, © G0 N

Irene Alice

Russian Tsar Alexandra Spanish King Victoria
Nicholas Il | 4 Alphonzo XIII

Alexis Rupert Gonzalo

Alphonzo
Queen Elizabeth Il
Prince Charles

D Normal male O Normal female

B Hemophiliac @ Carrier

—AO2THhSH0O37T, ARSI L16&E0 ﬁ Roval Hemobhilia
EBOBEICIGZH - IS, Y £




1T —181

S

LARILR2FEEBED

|
lﬁ\Vn\fr.—
g8

.
“
EF

il




LARILFZ2FEEBEONS = 1—18E

SMBOLARILKE2F (1853~1884%F) IF, HEERF TG <NHIIFIFTHIEM
ERICTHIFEINE.
¢ 1868F2BO)British Medical Journal ICTEH 15O 28N S.
¢ ZR8AICRId B5cEk
%B, EFREEGHMICSSIEMOCHICEERREICHE -T2, UM,
HBEICAELEAOTHBRICONTCIEEBEONY « o1+—1BEEARY v
BEiFEHICR-E. |
¢ Z2B158ICF89 $5c#k
'2F00EEFIRATH S. 2fFolmiamis. 2FTICRRTREEN,
FRIFTATH S, MM IMF2<EBRTHS. LML, CORREOI
AICLARILRE2FEF—EERLUEEZ DT D ENMBRGAIFICISZE
FEIBTHIERHND. |



LARILKE2F

¢ LARILRIFELHEI FEiLmOBRE U TERERGHEICEHFINTIE S
7T, BRETEEHFICE-TIS,

¢ LARILRIFIBEORRZZNTHELZLCGAIULEAT, 71 7h1T%
FOFHEODPTRRETHREENTHL, "PEABEFALTEIIDND.

¢ UROFMNSETEOINEE LT, KROZRICBZIBI CENMTEEIR
FARNMERRGEZT DEFEHICE - IS,

¢ LARILKRIFIROFBICKIMTO2LE
BIEL, BOESFNIC.

¢ 1884EICHEALCHICEANTINEN R
(752 R) TEHRATERZ S, ki
CRTCULE (E531) .




Roval Hemophilia: MABOIREEBELTO
T+ 7 NITGEE

F-rv 2007 2F SO (R

T4 UTEEOD
Bf &%k SKROS
50bG<EEINA
hMARICEELE.,

mEZE | FAac
JADH)F Flh—F
| |
. . . TR A
Fauw2ig FoA BT mEF e “mmﬂwtyﬁﬂ
T4 ORT ZU—FUE3 TH—F 7 = Je—F 5 gbatt
g
Fw B 07 B Ry =
e I | PN T PR —OF4 2t FLOT S
07 E2XF
FLatEs

EXBR SR SRFBICTT

¢ LRFFEEAN, HAR (T7P0i8) ZREBULERKMNT, 3—0Ov NOEXZRME
g ->EQEICFLIMARNLD - E.




— — ° Ay 2%-007 2FEOMR 1Fs)
— A1 EREEH s | [

TaHM)T It —F

— — 1Y E R P - ~wtz, o
FoA2 25 FAYEF EEE SR GOV

—AFMTIBEHERF O, 18915 sl S Wi FEE e o] "TE
2 A A/ FJRS P ol Jb—F 7 44

(BRFAZ0SE) OBAIRRIBIC. HEIE |
OXRTEERA=RICNFH SN oo
THELE (K25 .

> BNBAREBEBEICGL. RIE RERE2NMREMNSRAITITISIOFRE
VICEANE. BRFFICIF. BEOOFTONERNT. LAZIEMICIAEE
VSERNMEM - EN, KERIRROREM:RIFEBICEBREROFIRET
L. BikOMIBETF-ICEIND,

COMAINENANTFHOGIC
MAEBORRRBEICALISNE

i RIRIEEEMXILEBICHEEINTIS




O>72F =295 11EF
PEMARBARRCTHIT L7 RI5EBIBLED

> TLAHS RFOBRBMOEKTCEELTIE,

> oM L—RBOABOBRTFIABEATIE,

> Z2F10ROG (FHH5REB) HLAKILRORESIBELTIEQT,
MAEBOERXEH > TLIE,

—AF1O0ORDBRACE !

Queen Victoria
(1819-1901)

¢ LML, Z291ETL7HRAE
S|IBLE.

¢ 18 IFICRBROBENTHRI), FIC
BOIE,

¢ ROSTFNHHRIELEIBRBIEIC, ZAlF
SIBLE.

{ g.coom 6 o
éém——@imé@e 4) 00 )

Russian Tsar | Alexandra Spanish King
Nicholas Il | Alphonzo XIII

LT

D Normal male O Normal female
B Hemophiliac @ Carrier




O 7T2E0MAR

SBRTL 74> K50 TRHFE= DT I E IS
LE.

S IBOMOKIC, FHLOBRTF (PLESR. 1904~
19185F) NESNLE.

o ULDL, FEGIELHBMARBICBELTIIE,

Queen Victoria
(1819-1901)

—HEGE B

Leopold Beatrice

53 ¢ GO Qu

oJs

Edward VII

000~

Russian Tsar | Alexandra

Irene  Alice
Spanish King Victoria

Nicholas Il | Alphonzo XIlI
Alexis Rupert LN ; " :
Alphonzo 281 Russian Prince Alexis

. Queen Elizabeth Il

The Prince was standing with his left knee flexed on a

|| Prince Charles step, suggesting previous joint bleeding and immobil-

ity. Courtesy of AFLO/Interfoto

D Normal male O Normal female

@ Carrier

B Hemophiliac



RBIR2—F>

v Rl EQBREAEN2<< N > ERRGAT. 7L
F 3 RFHPIFHSHMIC & DBHICEL AN,
MABTH D EIFREICINE.

V BDFOBLHIC ThHztilad, BUaAOT7L 74
»RII2EIF. BREBOHMEGEHFIR2—F >

(18711~1916) ICHA-~IE

vV ARFRICTRAET - HIRTIC &L - EEHEE
RIENECETHUESFRENRMBICHI S(EHIF
=aF -,

vV E0BR, FR2—TFHO>TOBEETCTHZHD
FAICT L B MiRELUIE.

A2

—F 1F19165EIC




7% (hemophilia) &I

. GRS (BHAHER) > BACOBEEBH

. EERTH<NS, IMEEOILMBE. BT - SR - B
WG EERUES  [REREM]

. BARSERFORITH S

. MEEICE 2 EES S _

. BURETRSD. HRNEVEHCENSERNEEN
B<ORMNHS

#7 50BFhRFRFMREROTR REE0O) 'MAHBME, ZRNT
(MILTIZABIGERIBASRERE 72— BERR)



Discoverer of Hemophilia B
MA&{®B YRR , -

T I!IL.JHEJ',;
- LAKILEOTLES ZOBRICB AR ~on | (4 (8] [T
B—EEOBRCHIERNNTIIE. b .
> €0k MEROBRNADERRT (3 ;fgg#:¢3k
VIHBT) ORZKCEBIENMSHIC £ | ) N
B> TEVRBUB—ORBEELSNE, e v, | p—

> UMW, RBICMAREBEICIFIIERRD S ENERSEXN. Alfredo Pavlovsky
(1907~1984) HilERICEEEHT. MABICIF2ZIERHDICELHELE.

REFO>TBRORFELTINIFEICTILEA F O/ AT A1 LRATESFNE.
EEEBREEER. 19365EICRERR - OlinotiBt, Murphyldt (BHEBMmMOMHMEIC &
LNPBASEIC 7 —RILERE) OTICBFUE.

2L/ 271 LRACE MR FORKERFICHL 9. MABICIIIERD D EZ
1944EICHRELE.




- REIFZERETFORZTHS =
- MARBICIFZT12FRDHD A:B=5:]

MARKA : BVIEFOBT & MAERKB : BIXEFAET

| MRHA | | m&#%B |
SVIE+0 2 SRR
ke "?‘,'?" 4 :’I‘I’T

APTT - ' - . / .. PT
[ EE J APTI 1 P1 APTT 1 Pl { i J



iz Bl B
pEETomEcEE | oxzvmy W ]9525EIC3IDO7IL—2hMEHICIF2TEiEAHL). B

@?‘Iﬁ 747‘Wf§% | fiEiR. BIGHZNIFR—TH DN, BVIIRFORZICSF
1 |vortovey | S5 \MARBNHIERELLE,
Vo W EQ350VE, BigasBRNOBEQRRICSHA
\\2 A IREAT RN | ‘CChristmas{®, ChristmasEFERABLUE. EFEF
IRE G R eI British Medical Journal®y?112 22 BICER XK NO)-TIS
X E&. 2GR ERG U BRIZRRICIITHOIFHEE
o THRIEMHERBULE.
R Hagoman BT B 2NICAUT, BiggsHld, "{G3KEL ChristmasE+0)
| TV mERT | RIBEFNRAINTENIRZRM17RFEFIIEF
o (e L) ETEEOMUTIESSILE.

Chrisf?gis:ﬁl\'lﬁﬁﬁ’é‘ﬁﬂ'ChrisfmasEﬂ#ﬁ[ili]‘ﬁﬂ'l"?@hﬂ‘/l*lﬁﬁib. 1993%IC
AIDST Urc.
RIFMmigEHORLEOEREHIVREREAOBEZ RKHDERICTRIERMICEMNUIE.




MA®O) sk

IR
mAEBOZHNERICIFRMGRIMNHS. BE. BICEEREEZLRE
OERICIHE, 2UELMOBRNTFIhANWGST, €N EATONELETHS.

[—hAze9ER1 ]

- HMOFINREBIRTH S,

» BMBFRHAICEREL G < TR S (DJEE SIFZEBIIR) .

- REBEIS, SHEOLGV\EEFERPEFEALMIEKRAEZICAHITS.

» BEHMIFINT, SSBRPAIFEIFRITTIART 2 LENDHS.

- REZHFSNBEZTHRIICIFLT, BRICFSHTHE FEIFTREZ2L>>
(DDAVP) %#125-UC, RERF% &t LANILICERIES.

- CEBMLBEISF. MEZEITDFHGEERNEE D,

- BER. MMRIEREZETIE SFEAOERZEITS.

- APANESS. BEUV\EHIRSER), SEiRsFRIG Eltt 5.



MA RO EE
[EHRItR7ERIE (FBRIRS) |

- FhhizEE1F. 7%z T3 SCHICEMNICHRBRRFERZIZ5I 52
ETHS.

» —REMES (—RFH) 1F. BRERET L NILH %I EdD SDEENMEA
RESRARLMZRIICERFHTH . RERTOFIHEIHTEEIEIS.
mBETFLANILZRBICI % EICRIEGSTERHATHS.

- WEORBNICLNZE RED 5EE(F. 4~8B0EIIRA. —REMIISH (=
RTBh) ZIHIEICSEL, i - HiLMEORIBEIRZB O ETOHET
Hd.

- REE. REHEBICEDNTINSFMHiESOZ20K—ILIF. 25~401U/ke0)
mBBf iR ESRZ, MARAICIFAIE, mMAKBICIFRIDES S 5ET0)
CHhd, LhhLihisH, RUCERAOPTIRAETEHS<OE-EZ0KI-IL
hEEINTIS,



7 RARA R I\ RS —
ﬁDZIﬂ’ N BammmEE
a>7J720 N ALonbA

F TRTS 2

m s S0 N

- J\1IT)L
e IRk JIL71 R

2T7—~X

» | y=lires

R8I T A SRR
S8 FRA
SR T 2 AILEES
JA> - LTS
> hMRIFRA
X FRA

BET

FE 8T HA s



NRARITA DI R

J I\ KM

DUARZ >

PPSB-HT
[—FV7 ]

AILJOYUOXR

J7A4Y— fRA R
Al

TR 5
SN EEEEE T smom s AR
HARRER
}K‘4§I>o c A5V BT
-2 )\> fHAHRZ



MA& B AR
[FRE 2L (DDAVP))

o ZREZ2L> I3, MAIRKILES (ADH) OBRKEMFTSH S.

o COMBEZIZSIDE, MFPPOBEVIRFE7x>71 L2 REFLAILALER
32

o (FEkoHISLI0. 3 uo% 1DFIRART D&, MIFDABVIEF L NILIFIEMSHEEIC
ERIS.

® RIGOE—7IF. RRETHINREICRSNS.

¢ RIGICIFHAAENKZI\OT, BRICESRICAERNIZS BITHSENEFUL),

o EEMARBAICIFEMDTHD.

o ZREZLZVIFBIXAFLAILICERERGOT, MARBOBEICIFEHFNGL,

o ZREZ2L > (DDAVP) NiMIFMREAIS LITHSNICENTINSAIF. HIRNE
NCEE, MMILRAZERDRTEIGIIRUNLSEI\CETH D,



RELARBH

> REIARBHER, 1980FMIC, EICMARESICHL, MAGET 71
ILRZ R EME(EL D -1 M =2 B EF 228 (ENnEA A ) 2 /A FRICIERL
ElEICHFL, BHOHVRERERSFU IS REBERTEHLUCHEHTHS.

> IEMAZ[FUCSF SHIVRROFEZMERFERNICE SN, BFTIFLM
EiREEOHARICHIES 1800 ABHIVICRERL., 5551600A M ENTT
ICFETLTISEN NS,

KB

19894, HESH LIFMBARF&AGRUICEES (Y U CEEREZ KD D REFINNE
Rz, 2R, REH(XRHfERZ KD, HEEISD EBREZA(CIRE . 19954,
RR - AIRMmt(IRE— AHIZ 045000 HD—KEXimait &I DB —RIBRZIER
L7zh'. BEASIHESEERHDI— A THNEEEEFEELZ. 19965, RR - ARy
H(IFEB(CHISAAZZET 2B _IRMMEE=R~L. SHEN3H148(C. EHEE15H
(CHEEZ I ANEFEERL. HEHRIZUT.

ST CIRFSNIERESHT(F. S RUTFLAEFERMEEEMAFTITH D, BART
TIREFSNIZHERH(E, /A TILEETH D,




MABOFIRE—HRS

¢ RNETHRMNICHERO) EMZRESL. hemophiliaZe MAKREERL
EOIRRIMNREHOMRKIZLE KREINTIS,

¢ EfF. 1ZRAABT. LMRDOBETEEE, RiEEEF G \H, 6MmAmND
SHiENICRE<&SILEM. SERLEMATEAHICAIELE. BMmiFHS5NH. B
BilElRs & Oeld o). EscamhiiEE1ZBAICTEBICSFUTTL
E. MRREIFL TG,

¢ CNBRELTMARBCHHH5N? BEFRMERBMNITPG Efkoih
MmitfRENDREETBECTEG). S HRKTREENGII\CE, hPE;
CHEMAMOGINCE, MSHENGMRREFRGDIEERLTINS,



MABOFIRE—HRS

B iS5 higainitmA Rz o8 U E0B3RIE3SSF AT A/REETDH 5.

B HREOAABT. IRMESMOFICERGIMRROILMEAED L], RiEIC3IA
OBToOLnEHS. LEOMRRIEMNGEESAMEZATA IR B
tl. Wixn128/7*. BPRiEIEIC & L1k,

B COEMIFHRENGMAREETZSND.



T4 7T ETEDS Oueen

THHRRGZTEN

(1819-1901)

Victoria

o]s

Edward VII

Alice Beatrice
oYeJuReoL TuleYO é OHN
V4 Irene Alice
Russian Tsar Alexandra Spanish Klng Victoria
Nicholas Il | L Alphonzo X
Alexis Rupert Gonzalo
Alphonzo
Queen Elizabeth Il
Prince Charles
: | Normal male O Normal female

B Hemophiliac () Carrier



NEME—BTrH» 3

DN e, S

.

REDIR. D1 Y—R3E, FAYON/—J7—RORNERG, B—RAERARPICRE
FAYDHEEBELTHEEZ Nz TUYRZARIRZDV A —BOIABOEE. RRECT

&, FICT3iICoh, (MMl Bl OXFABIDELSIKED.

o4 S Y—ERFRE

e

IRO—F7
(1841~1910)

+———{ %922 - 3—-11—7 - I-F8E% |

4

‘3, —ﬁt/) hI&

=T, B8, P-FEBEULCIRORER. 258083, MSH) |

‘ ‘//{ Sa-USHARTOINTE. S Y- BEAH |
@

PYH=TOR . = AFUER

7

B3GR LOBHEDBSEME LT 21— AU, J

7
\/\/

+
Da—sw ‘](106&1936) (1867~ 1953)
SORT TURMFEE | =
|
BN, ZTORDEHE | | @ | | |
otz s . || TEo—rat P3=Pblf ———— TYPARZR APYER AVY=EF S3-UEF e
e | (1894~1972) (1895~1952) (P4=2-TH—) (1897~ 1965) (ZORP—v—28) rv rem) (1905~1919)
FBSTLS—-7a% | (1900~2002) (1900~1974) (1902~ 1942)
NES3IPVYPYRY | |
i
7:97\:&(:\3. l‘il
~ 197
<y | 71v7mF ALy Ik — OB . L2 ROYd=a—sX
| @ZonSam) (1926~) (1930~2002) (1930~)
(1921~)
| |
| (1996588 (1992588 (1996580 ®
Mo 7 FroSNABAF —T— FAPFREAFE PUER —— 7= 74U TR PUEYA=EF —— £=5 27 =HYY IRD= REF —— YT (=FA
1948~) (1961~1997) (1950~) (1948~) (3-288) (1959~) (D 1ty 22E8) (1965~)
{1960~) (1964~)
@va-vet
RI KO- R8tmiBfil ' | |
< 3 ~ @
»{:O :Mﬁ?vbi SAUFLEF AVU-EF P—5— ¥5 E7 bAER A=-P=UEX
filC<. BT, 2 (1982~) (1984~) (1977~) (1981~) (1988~) (1990~) | e ¢
| DREOMES. BOWT / G B,
'i 7 - £ d ) 3
\Jc\rceamué p (2006455) (1992|:ul) , @EF MJRER
1 b~ £ - : v N
(:-/o;:TM):l;w (1955~) ADBAESTTSAIC, 218 (5 20016, RARBOBE VRIS >EH).
([ 771 DREEMOICLEEHS. T PSSR HESNERSEREC
Al h o A A s L S T P e e e




e R TEE THHFARZRZE., 9BCEAREREUN
(18195F-1901%F) FEOTIHAREERIBLIA. PEOEEDE

HRE.,

CEIFINHIFEZRAICE % A, SImEL6BE
o > IC2007E12R208. fERIIRR CARFESZ BR
SBEEZ7MITEE=ZRIVTEEHROBEELG - IS,

03F%= B R HEMIARTSEIRIIBF THNNIFE
NPT EEERIVCERGREGIRBLTHS.

& 1= : 183715 - 19015

* GRFBETNALCERY.
ERITUZAEONT  (wRomzce. 210
tRETHS. 2K BENER6 9

FTRE. TIHRZRY
EFNSNICHEITIND,




Royal hemophiliald
MmEBAENEEB

> Royal HemophiliaMZARAT 5 SNBTH DNIFHIAE OBEGKONTH - IS,

> PAIENPATH » E= 25 1MHE—ROBEBEHRAIN. 15T HMEE ODNA
EOQLLBRTR2F—ROTOTH D2 ENIBRAINE.

> REOBBIINFRRGTEONRTHDIIT 1« »RIIZTMEEIRHLUE (O
H8RF =25 1HtaETH 7L 71 RFIEE0WICHIED) .

20095, m=HONABERMOGAIC &4

MAE®BTh S ENBRSHICINE.




F&EH : MmAfB (hemophilia)

1) BinlEEE (FiEdiEan)

EREL T EXREHLECHSD| WPt XA Xa THRELDL
Z%: Xa XaTHRRID
BH: Xa YTHERID

> BEAEOEBIFEH

2) ARFAM - B E% & LIRS 7o

1ND

3) MARICIF ZTEERD S m#Emw A:B=5:1

1) BRBEERFORZITHS

5) RBERTOMIETLMm%E FHhd 5 B : BHIXEF




