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HHORERORFHES, ZIHFHRATCORTETZIRIBEOBHLEMELRVAITE, LI E-oL e
9., THIBRTRIOL RN Z OS5V EIICT ML bhE T, SLHICHOTPBEO LS
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YHERLBENEZETEEVHYE T, THIERIEIIOL 4, HELBREEZKRILNWILEHTEZETTT

EIHT, THIIERICIE—APIERS00/5~1,000 5 FlEWEBED D00 &7, THINGKOIT E—RFICE7z<S
A EICAZETH. —HEDILEERLLE B LAZNDIDB LD TREV»EEZLAE T, FLEMRIIIETOEEA,
EIAHT, ABSAREMBIMARDOIEFTNVFITFNES, o RFLILFEBESADQOLHHDEIEDE) DUGEEHK
YItiEawh? ZhnFmen o0 ) ZERLIRDO L T>» iz LTHRL e b, ZIRNEHEL->L 25
EROVET, ZOLBYREEEVET, SH5EbADLIAED 1 DEZTE»RRALENIEER, TAMAT v EVD
NERFMNCHG I ES VI ETY, HUICHIIPHRALDH S
DREOPEVI LT TREL, BESAPRBENEDL S AANE | Table 1. Evaluation of prophylactic treatment of 65 patients. 3,7}

Onthopaedic joint scores were eval d as rec ded by the

L. HENICEDIHILREBDTE, ENFTOWNAIELNED WFH, each joint being rated on a scale of 0-15, the aggregate score

for elbows, knees and ankles comprising the orthopaedic score, with

e, F 5 WHZE &:%U\O((ﬁ\’lﬁ%‘ bt o LT a possible m:l:im:im {i.e,,l.w:drs‘t, sr.];ore} of 90. :adiologi:al i;i:]r.
scores were cvaluat as outlin }f ‘eltersson and co-workers N
R AT 2 ‘&%i%bﬁ'f—g} each joint b[:ing rated on a scale of 0-13 points, with a possible
maximum of 78.
STz TR § 277 B EAIICIEE D VI ITERDH L DL
VWOTEEDUHLET, BRI~ 2/ 50O THIZ2~3 | N, of patiens s " .

[E]\ 1 [EHZ!S% (kg) %7‘: D 25 ""40%1&0)?}1‘5’6?0 - h%{E Z: 6i&i 3 Age (range) at start 6.2 (3-13) 2.5 (1-4.5) 1.2 (0.5-2)

of treatment

Age at follow-up 21-35 years  13-20 years  3-12 ycars

SERHC TR T LIS TR LIS HYET, WIC2KH | Lindlovpayar 520500 delam o202
FHBITENS, TTCHEREMIARISLBHSARTAME | o woesy ssoam o
BLEBRVEICT B EO DY T, LRITPHRGE. SR | oo oo tsmsi0 41009500

DIES>TOAEVIKE, H2OEIINZRI UL LTI ~2FEpaT, | Lol
MRHTROM M %2R SE4w, SERECHEi %572 AL W DIRMT (X 9)
Fo IADbNUOADHEUIL TV 2D THY E T

WAV =T 2OT =205V ET (K9, 3k~12 % (21N 13 &~ 205% (19N) . 21 &~ 35j% (25A) £ 3DD
IN—T %l T2L, WLLIICTHEGLTH LY LSR5 D TIOEM PR E G2 L TI2 R TR Lz AL,
)V LENTISETHIHRLTI3~20/&K TaliL/c AL, SHICENTOK THIGLT20EE TH 57 LIz A& T,
VEMOBERIMEE(X. 1270 —7T1 0.2 1, TAhbbIELALDBEL ERIICIESHIML T AV, 527 —
FTIRAEIC 2.6 [HIC, HEIIZN—FTHIEICE.2 M TTATV S, ZOLHCH U TG THOOLLMGTEE LRIHE
MrEns 2D, ZOT—XTHbLDSbIFTY,

REFFHEI— 3T, BIEDIMAIROFE STV ED LI LIFERE FCB TV a0 ), AR Z—1HF0D
T—Z2TT(E10), 7747V —Lbhd1lhd 53 0 OB IR 25T i Kin# %232 LIRIN TR o+ 22—
7339%. LAEY =2 Vb A H P LD S5EL. A EEILEZVEVIHEEL TV S X —
731%, #L T, A>T v Rt %Z— (on demand, HIKE
BENIIO%ICTEZEA, ZOXIICHEARMCRTHSH
ZIED8 EHELICR STV B DA I — 1w SOEE ML AR T
EHTLOBURTHY 9, TR (BRI ARER) FHA
TIEIZZETVOTEYEFHAL, TAVAE - EENRTVS

Secondary prophylaxis
continuously

m Secondary prophylaxis
periodically

Primary prophylaxis

tl%ﬂ\b‘i—g*o 7)(')7]’661:“@%[]0)&56:‘ _‘%BaiT@&beb‘ MNot On demand treatment
treated
WHLTETEYETHRE S, THELYVETLHALY b =

BLEVWIELEEZTHVWEROWE T, o7 X0 TF—4RL Fig. 2. The percentage of children with severe haemophilia
currently treated with primary prophylaxis, secondary prophylaxis

WIDIFEDLIDZEZNSTWVEDZZX>bL DB L (continuous or periodic) or on-demand at the different centres
. (n=18).
BOhEEVERA,
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S TEMHIARE EOIFETOLIILEEATVET,

<A VeEY—BRZR{EH>

AH2DOHOT =7} 14 e EA—BUEEE] T, b A EEA— 4R T)
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%&%%%f**%&(m)kﬁ@i% MV DT AT LT A e B A — R T BB (ITD 12X E D VD /7DD
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Igf
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JEERHETRICSMUIc O E VD BHRULTED DL, EBRED ; o
FeEeBUTREERIS, HBUWIREHESRE R ARICEHTL Ji23,198  Oect13 Decl0  Mir25199  Julls
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15041 DEHE S AZRICHTTHINCITEASZ 20 £ LT,
iz ZzoL 0L IATHY FT (1Bik) .

&T. BUEA e Z—% R DObDEHDOEEIABEI D
RIS NT LD L) TeRBEELET, JAUIME
RS E S B 2 —D R, BRI IR
S R—DMIR A EFAE DIEE DIMLA R R LIS IS HEL L7
LELTHAELLHDTHY FT(H15), 136HID 1 > e X—
BEIAZHHMICHAEZ LT, MEFHZZORBETA >k
EX—=%F> TRV UL SO DER DML R EHE SA %
MIHELELI:, 4> EA—DEMT HER., ERZTDE
BN EDPENDH Tk, FlENLETHILICED
HLOHDhENH LT ELICDIT T,

L2z 1EMEFITIIA b ER—03H B BE S AL 1 4E
M—A%472 081,000 F b0 L7z, —F. 4 e —
D VEHSAR400HMTTAZLIC, BHEIADEN
DE (QOL) BESEo7rRlETL. 2.5/ DEE
BTV 005 T. ABHESCH 161 H 8
AHBBEIIA e EA—BEIATEZ L S72DTT,

TAVHTHEL et LT F L7 (K16),Blood)
EWIIMIEFAFIRDO Ny T v —FMCO F L7z, 1kl
R—7%BRE T B HETIFIRE (ITD) oL, ENETEE

AV ARE S

ITSG (1)) ITI co%*% (ErE 2%, 1997)

%E%_ | BEH
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High to<10BU 13

High to <2 BU 8
TR 32
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B HFE 5 TR F: 2 X =HH
_(Elrﬁ'%&ﬁ%, 1997) _
X 2
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ITERIDAVEL 3—{E 727
{IEE - ED TS E 3.37

ITEAE2DERE(A) 3.11
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£ 13600OMAENNAE
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—ITEEELEANEEDAREIEDEL.
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Colowick AB et al, Blood 96:1689-1702, 2000
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s 0hrlnok, TOITICREARBHNE 007 R 5L, ZOHBOBZICI90H RLvhh5DTHRF290
ARV ET, ZFRISHLT, bLFDEEIAZA X553 FT. A eX—#AETZH->TE, &
AEAB0TI RV Dm0 ) LTl HELLITEDHY, FEAMICH ZDA L EX—DRPETEFFL (ITD) 25D
FEW®DSDHY Z I LVHED [Blood) ICHH>72bF T, MHICOWEFTETAVATREA L LEX—BHEIAL, 1V
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VI ZERTRESAH SHAEZHOVEROET,

<HFBtEIC &P MRAF1 7IEH>
ST, 3OHRIHFRICE 5 TRENAVIFB IO Th

D9, BMBAENTTICHEEA2INEROETH, I Eﬂﬁﬁﬂ)ﬁﬁﬁﬁﬁﬁﬁﬁﬁ](1982-'1996:35)
MTEX i.g} :hai% o kﬁb ‘«C\—;—if;\ 7‘{\"] 8 fﬁ&ikﬁﬁa:% ( F.H. Gordon et al., Gut 42: 744-749, 1998)
DIMRBOT—=2TT (F17), D& X TIPSR SEPY 26f(A 21,B 3, A+B1,FX 1)
KREBKFEOF—RRIATREY $¥A, 20%. AKT ;E;; :,:(T) -

. ‘ e B ‘ 133(54%), 4BI(17%),
FEHITTDATZT, 2NN, HWHATE26flfTbhT X BETRCI%)
L7zo HIVEERE D 6HIT, BHEL20HTL:, YREBTE &R FFEEZE25M(96%)(C 69%, B£C 15%,
WAL TR A bR VEHSATLE, COIFBIE. ko HCC*12%), CBA**181(4%)

) HIVES  BiEcH(23%), IBIE20H1(77%)

BT 5, FRTMERF—2 5D BMTHY 2§, & *HCC: Hepatocellular carcinoma

W% 237205713, BURIEP SR E AEDWIFIZTLI, —HFIdHF **CBA: Congenital biliary atresia
BTL7,

HIVEEE DB E SARFMli% 20 Thr 5547 >T50%8 %,
PEULEPEFEINTESNE T, LIADESADS HIVEEOBESARE - BRI L THREVA T3 HRYT
T bzl BETRHIVARICEETHIFBMEMRBEICICAHE1E55EE 26N TVET, ZRIEHIVOaY ba—Lvznd
DD FNK KDL H ST BTY, DX ITHEHUI NI A TR RRHE CRALI ARG T MR, WOIFIICE IS L0
IIETIONIZHEETHY FTIIED, FVICHIMARDEE IADLEIEBATE L THHARICEH VIR RHIXK T OHi 7
FEEDAEIC R LI, BT 2IEBEIATE. BRI AR E20 TRAL MARMRY T, Z20%K. HVIIKTPH
XA T ORIAP—YIARZICEY £ T
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VP 2D K2 DI TTR6. HLESSLMENEE LR VWE RERILICHEZDI T, ZZTRESDE 2 DR IMAN
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2OV R BRI TR NICANBEZBIETTRELA) v MDD E LI LIV ET, K. BT 2/FE%ET
KBLEFNSINSLTFE o L FBIREDPNEDOTREVREEZTVET,

fHICROZEZBRELE T, HHLE 1SR (FrbrA)d. MARRTIOTHML Ed, RbHM%ELF 3 & kil
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RO ERAL ZREADIMEOZHEVIET-&ROH VI e o SR

WFREIDITHVET, ZITROIZVF%ZED. Th
ZHioTEEDILMAHZ LTV, HiEZd 571k
AR DEHEVIIA T X 3% AR T LIz, NEZH T2 DORIZ
53%T. mAEROZVA CEVIIRF) ZTESH L &2 H 5 Tl
ZLI2DTT, 50 Hifii/kgD VA% ANhETE £ualio =
PV T-h5 100% T LA 2 Lzz (R18). VI 0 Positivy s o FVILEC e APTT i e ool g
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BRNT D ERERIL 50%2 507 & dH 20~30% < S H3fE

FC&IDTT,

CORBAMDIFEATHEFUSHR) TUL L FLH, TSI RO %L TAHETE, SR SICEIILTE
DELIc, BHIREEEESIEFICHEL, BE TR EILTOEIEOROIIET Lz, BRISAITIA TTORHEE FC LD 1S
EoTOIcE VIR AENE LTz, ZOXDICRDERS IR EEZZ T, CORIMIERBEILELT,
IEHE ORI (FFIEE D #HA% T2 ) 2B, MAHIEF 27 (EHL) SRED TRV 1EEZ T2 HT TOE T,
HEABREANIC K> TIBHOHI NSRRI D B % iG> TZ I 5BV F2iE->T 0, L) L ETRAVEEZ, BiEd
WFE% K TV E 9,

(X 18)

<EBIEFABICKBMRFRF171FH>
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