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MAHH A B SEIRF (FWD, AR B IXEERE S
IX AT (FX) OKREZRW LI T & 2 I e E
WIETH 5. EREMBEEFBRTETCRDEZL L, ENO
0L 75 458 1 7 JE R 6800 N g BERAE T, BEsn/- A
LRUTMARG A 2589 4800 A, 1A B 2549 1000 A &
ahal. EERRIE X RS IRET, R Ak
X etttk Bl (Xq28) Fo FactorVi# {12, ik B
X Ptk BN (Xq27.1-27.2) 1o Factor Ki#HZE T
WELEETTH 5. BIGERIZES B LA 0T, B
HiP R i AP I ASEE 2 % & BT O 2 e i % Sk 72
Y MmMMMER, 7o oy Uil (PT) EH,
HHALER S v e v RT 5 AF Y (APTT) EEB X
O, MORBZBRINTEIEPVLETHY, FiEMED
HZWIEEF KIEHORTICX VHEESH SRS,

APTT DR %119 SR MEE B R FHE T, AR A
2364.7%, IMKHBAY14.6%, von Willebrand 3% (VWD)
7312.5%, Z DMHFHED8.2% % o, MAR A D

i

SERK274E2 A 26 Hz A, PR 274E5 A 28 HS2 3
BURIEE RS © 1T
T 321-0293 #5 AR WL T #74 #BT- A= T b /vbk 880
WIERRS: B /NER

BED RS MW EDD2 5. BERED MR O HH L
W K RAOHATH Y, IG5 3 54 > 7
% ¥ FEEFRICAT ) SRR 5 s
TAZ, FERFICEE 2 MIER 2RO 72720, FEE
B2 FE 729 B R AR R R PV (fFVD 0%&
Wafeh2EL, Mz a3y ha—n L7308 2 6
ZWET 5.
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PEAEE - MRt S IE 2 W,

KR © MEROREREE R L. KR A MmERE &
IiE A

HRE : SHAT 2 O 0 B3R % FFRICEE 2 %%
L7z, BEETHIZE T2 e bBHEEE LTH
PEaZAT 728, IR A < 720 BB~ SN AR L 72
ABEREELE ¢ A 37.1°C, ML 84/55 mmHg, UMA%K
120 [|1/4, BEEEAAE (SpO,) 98%. HitelZ &AM T, IR
WAs I B Rk, BRI Es, IS - BT,
JES D > 72 B - UM, RIS %R
P HE D o 72

ABEthred - AR, [k (WBC) 1,98x 10" /ul,
AR EE (RBC) 383x10"/ul, ~EZ 1t » (Hb)
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WBC (x10*/ul) 1.98 1.03
Band (%) 15 0
Seg (%) 58.5 39.5
Eos (%) 1 0
Baso (%) 0 0.5
Mono (%) 135 4
Lymph (%) 29 55

RBC (x 10"/ ul) 383 213

Hb (g/d) 8.7 37

Ht (%) 28 13.7

MCV (1) 73.1 64.3

MCH (pg) 22.7 13.7

MCHC (g/dl) 31.1 27

PLT (x10*/ul)

(5% 4 B e i ] 60.2 475

PT () 13.2 14.2

PT-INR 1.10 1.16

APTT (#) 116.5 110.3

APTT-NC #) 30.4 31.6

Fibrinogen (mg/dl) 311 141

HPT (%) 90 51

P-FDP (pg/ml) 8.8 2

D-dimer (ug/ml) 4.4 0.3

87g/dl, ~~ 1z v+ (Ht) 28.0%, I/Mi% (Plt)
60.2x10"/ul L €% #Ebd72 (F1). CRSMHESY >3
(CRP) 2282mg/dl & ERLTWiz7z®d, 745 F
O APFEHITTRGBBIZ L7z, ABEE NI 2 SRl
AT L ERR 2 ) AN IS L, Hb 6.1g/
dl L B OAMTHBDz. BEMRAEIL PT 13.28 (PT-
INR 1.10) *IE# T, APTT 11658 & HEW LT E % 3
O7z. BEEREEL BV, o FERREA S U CHHEBHR
i computed tomography (CT) (K A) ¥k %47 o7&
2%, BB & OHIBEI R A MEAS A S 7z, FRal
B L OBEFERBAD OB SR E & BBV, FIEY:, FIX
W, vW RFIEEL AT 2 & & b1, MR mEIC
X HWMETTEIERZ B2 L2720, MERREGOZ LR
{, rFWEAH] (7 FX4 M50 Hifi/kg) 05 % Bk
L7 %5 6 RIT, APTT (3448 ICsEL 7. &
HF X5t & vW RG24 L, rFIEARS
B FVITEHEAY 1% A [IE#ME : 60~150%] KT L
ThBY (K2), HERIMANR A LBHL7.

KEG 2 1 10 22 1, B
TEFR ¢ Ak PR 2 1RE PN .

25 VIR -6k (%) <1 <1
I A6 (%) 88 70
Von Willbrand K& (%) 185 209

BEARIE © AFR SR v,

KIRRE - MATROKIEREIE 2 L.

BUREE : HFEMBENTEE L, TTENEZY 72 EE
THREAHT 2 W4T L7225k iZ W Td - 72. Hb 4.3 g/dl
EHEIMERE L2720, UEANBEARLZ.

FeBEReIE - AR 36.4C, IE 103/49 mmHg, -[MA
¥ 160 111/4, SpO, 100%, akidiHWH, HMIIEHAT
BRI HE I E MM TH o 72, FEAHIC 2mm ORME %
R, IR L Tz, MEBir 8w 2 <, HER
W, O - BUEARET L e Ao 7z B2 IS HIMBE R SR
B 72,

AR« MR (1) (EPIt47.5 1 /ul & IEH
TH 7275 RBC 213x10"/ul, Hb 3.7g/dl, Ht 13.7%
LA %GRS TN z72%0, WIEARIMERE 1 AL % fi L
-, BEMEMAETIX, PT X 14.28 (PT-INR 1.16) & 1E
T, APTT 1103 M EFHIZERLTBY (¥£2), 1
KiR%E o7z, ILMEEEZRRERImZ 2L Twa &
HIWE L, WEEBW 2 72312 (FWA] (7 R4 730
Hifr /kg) OG- %47\, 3HERE#IC APTT 13 33.0 8
L LIk L7z, rFEAIR G810 F Xtk e vW A
FAGPEIC B R A o 7278, rE VI3 510 o> FVIG
F1%KRMERTLTED (K2), BEMMAKEA LS
Wr L 7-.

zZ =

MR TR ML 5 2 &2 TH 5.
TFAEE L, B R TG 1% R ASEIE, 1~5% A%
FE, 5% & D EVIEMEAEHEL ShTH DY, Fr D24
LY EIEICHFENS, MIMSER OGO BIEE L, B
P 70~80%, A - BKERHLEL 10~20%, FRHERiRE
FMILIE5% T CH 5 Y. EENIRIMIC X 5751322
%L, MRFINREEZRTTRIEL H2Y. $72,
P - BREBAHAR D L CIER AR R IME RO EL X
T ENHLOEEERET LY.

FEA DA ¥ 7~ ¥ FEERoOFG/IT [HFE (kg)
X HEEE — 27 LNV (%) x05] & &h 5. FURAIZ
1 Hif7/kg T2% FAL, FRMIZ8-10MMTH 2. &
SEMIMZ 9 5 BESBERTFE—27 LV (%) &, B
i - AN 40~80%, EIHENZE 40~60%, (HALE
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B BHERHE CT
fEBI L (ABE2 HE)
FERTEE, MBI S WIPUR 2GR0 & RIS LI 2 38 7.

H -« %GB 80~100%, St 20-40%, AR A IR
20~40% (FIIFIE 40~60%), &I - #H55 80~100%
Thb F-HEBRBRT NI 7 LOVIGTEZEAH M
100%, FHikE 80~100% 2% ET 27, JEh 1 1XTHZEN
HILoz0AE RS 7L X002 100% & L7z, FER 2 1%
N Z RO ErLHBEY -2 LRIVE 60%

L7

APTT 2ER T % B2 i ths B, OmARH A -
M&#H B, @vWD, @Y ¥ I v KRZHE, @KL
KT 5N B, MR B IR AL, S
REIZ5 00 1 LML LTIdEv. vWDIZ1 A5 33
SN, TRIA70% U2 5D, 28A325%, 3%
MERFEETHAH. T0DH)H APTT OFEWHRILRER, B
i - ARG EOEEORIMET I ERITDIE3
WMOBRTHYY, BEOBED S TR EE 2 7.
B L AREB AR 2 ISR SN2 vWD 3Rl 7
PAFROHMETDH, APTT OFHARILER & MR o
MENRSH--EHMEShTwsY. F72, fEF1E 213
hepaplastin test (HPT) OFEH R TIZ%RL, €3I ¥
K RZHEIIBEEWEZ 272, BRBEILIH SIS
<, 72450 FM#EA OH5TAPTT OEELHE L7
ZEND, A Y —DFEEIEFEZIZ V.

EEZR B IMIERD D 5 TR O EFE N TR ZIEBHEIC
&, TR ER D2 & RZEAFORMANRD LN S,
A& FERIC, FEEZWENC FIEAORERS %2175
TG A OB, avs— b A Y MEBEREZEL
Z2ESERIMAHR A @ 9 A A FLRBIY R, e B I

230, PR ES & ORAG APTT Mk (7 a3
FIUTTAN) BHATLIRER, MKW A EEbN:
102 HALEBY Bhs. 7HAIFY UV FT AL EWE,
APTT % PT O R & £ H GO TS 2 %56
FNDEERTRBICE2H0H, T34 ey —
DEIEE 202 T 250 TH 2. BFMYE L IE
Wi —EZOHETRAL, —ERME GEF 2 FERH)
IZPT R APTT #l5Ed 5. BHIMAEATIIYY 72—
BT RZIEDHA, 25% R OIEMEATEAE T IUSIE
ELTOZEFRITIEFMEISEL 2575, &ENT0A
ey —PEETASEICEMIEShenY . £z,
FEATHBARIFEF O X 512, BEAIMAR A BE O IM%E DR
EATRETHh UL, BFIMEE L OB TAPTT OEEMD
o L WIEBNE, BEAIMANR A TH LR L D
Fl b, ZOAIFTVUTTANDOARTIIHEEZIIC
BESZRVWH OO, BMOFL TR L. Lo-T, FI
WVEB £ OF KIEVE DS R R A I HERE T & 2 W itiik
T, BEANGEERE N TR ZHEEZOMIEORLF L 7 0 A 3
FIUTTAMDON—F ALY, BEERBNE /L7
MR EF DOERBMGICH TS 5.
MAFRERFEORERIZIE, MEEFIC X %5 Human Im-
munodeficiency Virus (HIV) & w9 BRI 21D -
72 L Leetome) ar e v A oSS
A, TR B G DEL o Tnd. A IFE
AR H B & M ERE S LT A ARSI 0T
L, M2 Winnc FMIEA 2559 5 2 L3 stk w
WEEZ TV,
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RAR Ty L EAER MM MNEEDSDH Y, PT IEH
TH2 APTT R Z 520, BEREGTEOM RS R ZIHES
NVEE, MK A OWREEEZE—IC, 70XA3IFY
YT T A D OEFTFRERERL IS U R 5 0 N
WHR OG- 2FBET A ENKYTH 5.
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Emergency Medical Treatment with Recombinant Factor VIl for Hemostatic Control of

Newly Diagnosed Hemophilia A : Two Infantile Case Reports

Junko Ichikawa, Yuya Sato, Yuji Kano, Mayuko Okuya, George Imataka,

Keitaro Fukusima, Hidemitsu Kurosawa, Osamu Arisaka

Department of Pediatrics, Dokkyo Medical University School of Medicine, Mibu Tochigi 321-0293 Japan

The cause of hemophilia A and B involves loss of factor
VIII (FVIII) and factor IX (FIX), respectively. The heredi-
tary form of this hemorrhagic disease is X-linked recessive.
It is well established that the critical region for hemophilia
A is localized on Xq28 and for hemophilia B on Xq27.1-
27.2.

The initial symptom is bleeding in the mucous mem-
branes often accompanied by intramuscular and intraarticu-
lar hemorrhage. The hemorrhages in the joints cause joint
contracture as a sequela. The diagnosis of hemophilia is
based on a normal bleeding and prothrombin time (PT) and
prolonged activated partial thromboplastin time (APTT).
We report here two infants of the severe typical from of
hemophilia A who were treated with sufficient needed dos-
age of recombinant factor VIII before a final diagnosis was
made.

Case 1 was a 10-month-old boy. He was hospitalized for

recurrent vomiting.

He had intramuscular bleeding with swelling of the left
shoulder and upper extremity. A head CT showed multiple
epidural hematomas.

Case 2 was a 10-month-old boy. He was sent to our hos-
pital because of a lip laceration that did not stop bleeding,
and he had severe anemia.

We made the diagnosis of hemophilia A based on both
their normal laboratory finding of PT and on the finding of
extended APTT.

Before confirming the decision diagnosis of hemophilia,
we intravenously injected recombinant FVIII immediately,
because of the severe hemorrhagic symptoms. After the
therapy, both the APTT and hemorrhagic symptoms im-
proved. These two cases were later confirmed as a severe
infantile form of hemophilia A with less than 1% factor

VIII activity.



