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Fig. 1 Pedigree of the family shows four patients
of bleeding disorder within four generation.
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IU/L L EBEERL, ICG159{E15%, K fEH0.098%
BY, BEOFBEEEY DD, HBsHE (-),
HCV Hifk(+), MEBEEKRE TIX, activated partial
thromboplastin time (APTT) 3177. 98 L EE L, &£
VIR FREEEME321% L ET LT 7o, VIR FRI&
PR 12155%, von Willebrand BT & #:13128% TR SE
EmA® A & 28 & hiz(Table 1), a-fetoprotein i
100ng/ml T#H - 7z,

HEEE CT #A&PT R | FFAZER T X830 X 35mm X
D low density area @b (Fig. 2).

Table 1 Preoperative laboratory data of coagu-
lation study

Platelet 11.7X10* /mm?®
Bleeding time 1 min
Clotting time 8 min
Fibrinogen 245 mg/dl
FDP 25 ug/ml
PT 13.0 sec
APTT 77.9 sec
Factor VIII actvity 21%

Fig. 2 A CT scan shows the tumor in the right
lobe of the liver (arrow).
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(Hi#5(E55%) TH -7 (Fig. 3). SR TFEM 2,
POD3 ¥ CiX HEEMMEXHER L T\ 783, 30unit/kg
CEELTHrLEHLIc» POD 8~1301 %30
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Table 2 Protocol for substitutional therapy in surgery of hemophilia A patient

Protocol for major surgery by
by the Ministry of Health and
Welfare of Japan(1976)

Protocol proposed
for hepatectomy

Pre-, Intraoperative
~POD 1

POD 2~7

POD 8~

+)

50~70%
(25~35 u/kgX2~4 times/day)

30~40%
(15~20 u/kgxX2~4 times/day)
10~20%

[ (5~10 u/kgx2~4 times/day)

o,

100%

(50 u/kgx3 times/day)
50~70%

(30 u/kgx3 times/day)

30~50%
(20 u/kg X3 times/day)
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Fig. 3 Pre-and post-operative substitutional therapy with factor VIII concen-

1500 ux 3 /day

]‘OOOuxs/da‘

102(2834)
trate.
Fresh blood (u)}
FFP
15
2000u
Factor Wl 2500u X3 fday
concentrate (u) x3/day I
Factor Vi
Activity expected 100%85% TO%

(%)
1001

Factor Vi
Actual activity
(%)

55%

APTT (sec)
(Normar range ) 501
30~45 sec

unit/day ##5 L, %368 B EHREE L,
x ¥

MERBZC ST 5448 F M 31935%F
Friedrich®ic & h RENCETEE I h, YRR EHEOBE
ERMEBMIZ X DT LTW52, F0E, 19576
Blomback®® F-1-O £ BEDBZ, 19644 Pool®ic & %
797 VvET - ORRC I DAMEHRORSHE
BEEL, BETIREBHBEIRTFRAOCERCL R
SRFHMINB L T o®, RBEOEFMIER
DOFFKERETH -~ 7o b, BEELRD 5 BR &L P
HEY RN TH D IHEENRE T
L0THHH, HVNMEFREOLE X i, Wk
EHEBLVWVHMERZRD S Ll B LK,
FiROEMAFRAWMTEREC ST, #E5F
EEEm BERERT Vv AAORENMEE S,
KREE5 TR, FMRFOMmMPEREA 8 ~1285R7 & X
nBH95 1 B 3IEREVNETH BN, ZoFE
TRIMPEVIRFRERSHE LT, LELEEE
MFRERTESZ E3H5, ZhiexLERFsET
VIR FREXLEBRAREL, BREREIDE
VIO, REBHIOESHAOZREE I L 5 HEFYE, &
Bt o MBEEIC X HAELER T L aiH B,

S EEK 4 VIR T HA AL OEE L L 11976
FORELEENRFRHEHRC L 5ABERED 7= +

Postoperative day

a—AHG, AN, HPEIRFERTEE
VA (70%) FTERLEE 3200 5T RS
BRI IREER] A B oozing BEH M % K tciodd, & 60t
BRAFTEEZITVGIEML 272, ZhiXv st Al L Ty
7BlboHMTHY, BBRERCIBLDEELD
han, ZORBINEYERETHREBE FHT5
fedizid, +HBROEMRFEELILELEbh B,
¥, FURMRCL Y SVCENRTESELLE L &
B0, FyREmCHBEmcsG s Hin, e
5 MR s & Di-dizfiih, Mz EB L CRERTF
DOHBHMUO—BAPFEHRI VDL Y, BH LD
(PO DBECETTHLDEELLRS, 0
7o, L HHEEIOKRBEVIRFHAYHET S0
EXdoHh, MEBREEMMcblBETBEZE
BAvers—DREYERBLECE TR,
w,

CORERN L, AR A BE BT 2FIRKRD
BELMETFEE L <13, EEEnNRRWEET X
HENBFEHRBEO e bz — LD ERIVEEEZA
RS LERDD EELLRE, B4 XLBOESI
VIR T RF o f SRR AL i KRN & |
BREL, 2OBEHREREFROLME LI0%E S FE
Li:, BUNIRFRAEREEYHEILTS5230TH3
(Table 2).



1993125 103(2835)

OEFA LI BRERERE Y b > BEORE
BRIz Th, Hhick bRk mBESY LA
i, —BABERRL I RPEC VNI EEY B
PR RAREYHRAT A LItk Y REFHL I
T30 EBbhs,

major surgery in hemophiliac patients safe?
World J Surg 11 : 378—386, 1987
6) Lo %, REELE  NRBERWEXH-BE
DFM L OEE, FHF 41 1895—1906, 1987
) IUEE, BAEX, fBE R OXFHOKRE A
B 441377383, 1979

X [

1) Friedrich H: Uber das operationsrisks bei
Hemophilien. Der Chirurg 7 : 73—78, 1935

2) Kitchens CS: Surgery in hemophilia and
related disorders. Medicine 65 . 34—45, 1986

3) Blomback M, Erik JJ, Nilsson IM: Treatment
of hemophilia A with human antithemophilic
globulin. Acta Med Scand 161 : 301—321, 1958

4) Pool GG, Schannon AE: Production of high-
potency concentrates of antihemophilic
globulin in a closed-bag system. New Engl J
Med 273 © 1443—1447, 1965

8) BREESE, BREE MEXRKR, 7+ v V1175
FiR O, Medicina 24 © 2208—2209, 1987

9 ®/H 5 HEMETFRICEXETFHA T 5Mm
KRR, Med Postgrad 17 © 569—584,
1979

10) Kasper CK, Boylen AL, Ewing NP et al:
Hematologic management of hemophilia A for
surgery JAMA 253 . 1279—1283, 1985

1) &R ¥, BILEY, MUREE) | REEIET
UHFRERESE X 5P EVIEFRA KR
FERERSEC X 5 MFHEIRTRE OZEL & &
BERHELE. HRMSEE 31117121, 1985

5) Rudowski WJ, Scharf R, Ziemski JM: Is

Hepatic Resection in a Patient with Hemophilia A —A Protocol for Supplementation of
Factor VIII Concentrate—
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We performed a successful right lobectomy of the liver in a hemophilia A patient with hepatocellular carcinoma
under supplementation of factor VIII concentrate. We administered 2500 units of factor VIII concentrate one hour
prior to surgery. The intraoperative course was uneventful except for oozing from the abdominal wall near the end
of the operation. This was controlled by an additional 2500 units of factor VIII concentrate. Since blood coagulation
factorts including factor VIII are consumed more extensively in major hepatic resection than other kinds of
abdominal surgery, supplementation of a lager amount of factor VIII concentrate may be necessary in the intra- and
postoperative management of hepatic surgery in hemophilia patients.
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