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BelE N7 A OfEE H OESEEOE I D, K
NI R (people with hemophilia : PWH) 13 4%
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HT HHPEER MR A BEIH LT Haaoi
fr 7R A 2 AU VIIT N340 X 2 fhiemed et
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I L7 B 2 R B L 72, AFR T [gA BHEFEE T 10
JTiN®H72) 30~45 N/AFHEE SN TE D, Bkicsw
T 10~60 AR TEFARALRL AL TWBY.
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ZWrS N7z, 2009 47 H, EEAHOERENIMIEDZ
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ZARERIZE VI RF#504 7 Fa 77 v 7 wiFeHis
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HUBIEE - 2014 4F 11 A 205 4B =i % Bg. ails
I |EOR, REMEZHBRHINTBY, BERISTEE
Mz sl h e G L7z
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BAEFT R (Table 1) @ KRS MR Z T RBC431 J5/
ul, Hb 12.6g/dl, Ht 39%. %EE—#HRAT APTT 83.2
B (L 28~41 %), PT 1368 (JLi# 114~14 %),
BefE A VI A5 (FVID: C) 1% TH Y, e
MR A LR S 7z, AL T TP 7.2g/dl,
Alb 4.1g/dl, A/G 1.3, BUN 13mg/dI, Cr0.66mg/dI,
eGFRcr. 118m!/min, IgG 1,581mg/dI, IgA 419mg/dl,
IgM 111mg/dl L% IgA @ FRZED 72, REAET
FEFEN 30mg/dl, IRIEMIG 2+, R LT F =
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Table 1 Laboratory findings on pre-renal biopsy

Peripheral blood cell counts Coagulation

WBC 8,400 /ul PT 136"
Neutro 63 % APTT 832"
Eosino 11.8 % FVIIL C 1%
Baso 0.8 % vWF: Ag 62 %
Mono 6 % Serum Chemical
Lympho 184 % AST 19 U/1

RBC 431x10* /i ALT 18 U/1
Hb 126 g/dl LD 202 U/1
Ht 39.0 % TP 7.2 g/dl

PLT 245%10% /ul ALB 4.1 g/di

Bleeding time 115" A/G 1.3

Blood type BUN 13 mg/dl
B Rh+ Cr 0.66 mg/dI

Infection eGFR 118 m!/min.

HBs Ag 0.04 TU/ml Immunology

HCV Ab 0.05 S/CO IgG 1,581 mg/d!

HIV 1/2 0.10 C.OI IgA 419 mg/dl

IgM 111 mg/dl

ANA (FA) <40

CRP 0.10 mg/d!
Urinalysis

Protein (Up) 30 mg/d!
occult blood 2+

urine creatinine (Ucr) 253 mg/dl
Up/Ucr 0.19 mg/g * Cr
NAG 8.1 U/I
B2MG

GlomerularRBC 10-19 /HPF
Renal tubular 1-4 /HPF
Glass cylindrical 59 /HPF
Epithelium cylindrical 1-4 /HPF
Granular casts 1-4 /HPF
RBC casts 1-4 /HPF
24-hour urine collection proteinuria 332 mg/day

Fig. 1 Histopathology of renal biopsy

(A) The glomeruli show mesangial proliferation. (HE, x400)
(B) The glomeruli contain some deposits. (PAM, x400)
(C) The glomeruli are positive for IgA. (anti-IgA Immnufluorescence, X 400)

253mg/dl, EER 019mg/g + CRE & Rl K O
R Z 7D 72, 24 R ZF IR ThREMA1E 322mg/H TH -
7z BRI TR ERIRRILER 10~19/HPF, B IR
1~4/HPF, M4 5~9/HPF, LR A 1~4/HPF,
WERLIAE 1~4/HPF, ARIMERFIAE 1~4/HPF D % 72
D7z

RECEIT AT 2 &L LTFAERE - 72 &
WMEERTIEANT M) vt Y (HE) Jeft, PAS
ettt TETORIFIRIZ A Y 2 V7 LB OB % F28

(Fig. 1A), PAM Zeft |2 THRERKRILENLD deposit % 72
W7z (Fig.1B). %72, Masson trichrome (TM) %uf
V2T TR B oA L & SSEM T DR % 720
72 IgA SIEGef CTlI A ¥ 2 U A GHC IgA DikAs
%388 (Fig. 1C), IgA BE LWL 7.

FRR#EE (Fig. 2) © A 30 A FVIIL : C ¥ —
% 60~80% HIEEE LCTAZ FaZzZ 777 2000
IU (36IU/kg) z=#:45-L, AFIEIZx L 16G 224l T
HEMRZ AT o 72 Ak 1 ReR %12 & [R5 2,00010 o38N
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Fig. 2 Clinical course

(1-1)~(1-3):US of renal biopsyDay1 showed
11.5X8.27X4.05cm perirenal hematoma.

(1-3) (2): abdomen CT image of renal biopsy Day7
showed spredimg of hematoma to It liposoas.

Fig. 3 Lt kidney images

FeHl BRI P 11.5 % 8.27 X 4.05cm DT o — %
B 7z (Fig.3). FVIIL : C b T 7MH1X 39% & 45740
PEAEE RS TO2ds, TOH%IBAMOAETTZRD K
7’7 — T 3 —"TliLiit & RO 3 LB OIE & Z W L7-.

I ZAT o 7o, ERRERALIC IR B T MR X RR O 72 o
7o, A# 1 HHORIMIZT WBC 11,890/, RBC 291
Ji/ul, Hb83g/dl, Ht252%, Plt295 Ji/ul & &lfild
AT Z RO 1D R 2 T o 72 L 24, K
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T, FVIIL: CldENnEN5%, 42%, 14% THh - 7=
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12 0BU TH o7z, T ORISHIMEAITIZFED %52 7z
—J7, M ZNGELIE 138mmHg & 1F5 & IiE DIk
BTHY, BUEICES T CHREREZBNICT v F
* 5 vy v I ZHEREPE OV )V Y~ 80mg/day)
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FEREVC & o T, BERE 5 VIIL K -1 ik 34 Repe i
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BN COAMITA BB Y A 7 DMK < 7% 2 F 5
b5, LErLFWHIHEIRELEET L L, BAEHK30
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Fig. 4-1 Prophylaxis calculated by MyPKfit®

(A): Bayesian PK Estimate, dosing calcuculation.

(B): This case on primary prophylaxis with baseline FVIII levels<
3%, 54.7kg body weight and infused with 1,000IU of FVIII for phar-
macokinetic determinations. Preinfusion FVIIL: C was 2%, after 3hr.
was 23% and 24hr. was 6%. MyPKFiT® provided the following data:
clearance =0.038d//hr./kg, FVIII halflife=119 hr. and IVR=
09310 « dI-1/V - Kg.
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Fig. 42 Prophylaxis calculated by MyPKfit® in two years after
hematoma
Baseline FVIII levels<3%, 54.7kg body weight and infused with
1,500IU of FVIII for pharmacokinetic determinations. Preinfusion
FVIIL: C was 5%, after 3hr. was 42% and 24hr. was 14% . MyPK-
FiT® provided the following data: clearance=0.035d//hr./kg,
FVIII half-life =12.3 hr. and IVR=1.13IU - d/"!/V - Kg.
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A CASE OF HEMOPHILIA A COMPLICATED WITH PERIRENAL GIANT
HEMATOMA AFTER RENAL BIOPSY FOR DIAGNOSIS OF IGA NEPHROPATHY

Tsuneyuki Shimada" and Koji Yamamoto®
"Department of Hematology, Saitama Medical University Hospital

*Department of Transfusion Medicine and Cell Therapy, Saitama Medical Center

Abstract:

Patients with hemophilia A often experience various bleeding episodes, especially in severe cases (FVIII concen-
tration [FVIIL C] less than 1%). We encountered a patient with moderate hemophilia A who developed perirenal hem-
orrhage after renal biopsy. A 27-year-old patient had had proteinuria for several years. He was diagnosed with mod-
erate hemophilia A as a 1-year-old. He had unknown spontaneous retroperitoneal bleeding at 22 years of age. He un-
derwent left renal biopsy with administration of recombinant FVIII (rurioctocog alfa) 2,000 IU iv. to obtain a target
FVIII peak of 60-70% (height: 171 cm, body weight: 54.7 kg), and was diagnosed with IgA nephropathy. After a 1-hour
renal biopsy, he received rhFVIII 2,000 IU i.v. Despite sufficient FVIIL: C, he developed a large perirenal hematoma
the day after renal biopsy. He was administered rhFVIII (octocog alfa) 2,000 IU/day from day 1 to day 44 after bleed-
ing, and the hematoma was diminished. For the purpose of prophylaxis for bleeding, we performed population phar-
macokinetics (PK) (myPKFIT® Baxalta) and started regular supplementation of FVIII with rurioctocog alfa 1,500 IU/
day three times a week. He has not experienced hemorrhagic episodes for two years. Advancements in hemostatic
treatments in recent years have increased the lifespan of hemophilia patients. For good control of bleeding in hemo-

philia patients, population PK should be performed on a case by case basis.

Keywords:
hemophilia A, IgA nephropathy, perirenal hemorrhage, population PK
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