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Table 1 Clinical course of the patient
Chronological age Normal

11lyrémo 12yr4mo 13yrlmo 13yrilmo 1dyr6mo range
Height (cm) 146.2 152.2 158.0 165.7 - 1712
Height SD +0.1 +0.1 +0.1 +0.5 +0.9
Weight (kg) 45.8 46.7 47.8 50.7 54.0
BMI (kg/m? 21.4 20.1 19.1 18.5 18.4
Tanner stage 1 2 2 3 4
Free T3 (pg/ml) 22 3.8 4.0 3.6 3.2 2.3-4.3
Free T4 (ng/dl) 0.8 1.6 1.9 1.3 1.2 0.9-1.7
TSH (U/ml) 115 0.7 0.5 3.0 7.8 0.5-5.0
Thyroid test 1,600% - - - - <100x
Microsome test 100x% - - - - <100x
1-T4 (ugl/d) - 100 100 100 100

BMI, body mass index; 1-T4, levothyroxine.

was 52 cm. He had been doing well until 10 yr
of age, but his growth curve indicated stunted
growth since then. At 11 yr and 6 mo of age, he
was noted as having goiter and was referred to
us. The clinical course of the patient is
summarized in Table 1. His thyroid gland was
diffusely enlarged. He had normal prepubertal
male external genitalia. His skeletal age was
10 yr and 11 mo. Laboratory findings indicated
low serum free T3 and T4 and high serum TSH
{Table 1). Thyroid and microsome tests gave
positive results (Table 1). Based on these
findings, the patient was diagnosed as suffering
from primary hypothyroidism due to autoimmune
thyroiditis and was started on levothyroxine (I-
T4) replacement therapy at a dose of 100 pug/d,
to which he responded well, as shown by an
increasing height velocity and a decreasing body
mass index (Table 1).

At 12 yr and 4 mo of age, the patient
complained of burning pain in his feet during
exercise. Thyroid function had been normalized
by the replacement therapy (Table 1). Physical
and radiological examinations revealed no
abnormalities in his feet. He had no skin lesions
such as angiokeratomas. He recurrently
experienced burning pain in his feet since then.
At 14 yr and 4 mo of age, he complained of burning

pain in his feet when taking a hot bath. Based
onthese findings, it was suspected that he might
suffer from FD, and his o-galactosidase A activity
was determined in a blood sample spotted on
filter paper (7); he had very low activity (3.9 units,
normal range >17.0 units) and thus was diagnosed
ashaving FD. At 14 yr and 6 mo of age, a thyroid
function test revealed an elevated serum TSH
level (Table 1). Thus the 1-T4 dose was increased
to 150 ug/d. The patient and parents decided to
start supplemental enzyme treatment with
recombinant a-galactosidase A at another
university hospital, to which we referred him,

Complete blood counts, urinalyses and
serum creatinine and urea nitrogen levels were
normal during the follow-up period at our
hospital.

Discussion

The recombinant «-galactosidase A
replacement therapy for FD has been
demonstrated to be effective in prevention or
alleviation of the progression of tissue damage
(8-11). Since the replacement therapy is now
availablein Japan (12), it has become crucial for
a better outcome to make the diagnosis as early
as possible. In our patient, the burning pain in
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his feet was the only clue for the diagnosis, and
it took us two years to diagnose him as suffering
from FD. The delay in diagnosis was caused, at
least in part, by the lack of easy access to the

-a-galactosidase A assay. Therefore, we assume
that easier access to the assay should make early
diagnosis feasible. We did not have an opportunity
to measure the a-galactosidase A activity in his
apparently normal younger brother.
Measurement of the activity should have helped
us to determine whether he suffers from FD or
not.

Since the first report by Tojo et al. describing
a 48-yr-old male FD patient with primary
hypothyroidism and marked globotriaosylceramide
accumulation in the thyroid gland (8), primary
thyroid dysfunction has been well recognized as
one of manifestations in D patients older than
30 yr of age, which is characterized by only mildly
elevated serum TSH levels and normal serum
free T4 levels, that is, subclinical hypothyroidism
(4-6). In FD patients, the thyroid gland is not
enlarged, and thyroid autoantibodies are negative
(3-6). Ultrasonography of the thyroid glands has
been reported to show no abnormalities (4) or to
reveal high incidence of a mild hypoechoic pattern
(5, 6). Of note, thyroid dysfunction recovers after
long-term enzyme replacement therapy (6).
Therefore, thyroid dysfunction in FD patients is
very likely to be caused by accumulation of
globotriaosylceramide in the gland, not by
antithyroid autoimmunity.

Although we did not have an opportunity to
perform ultrasonic examination of the thyroid
gland, we diagnosed our patient as suffering from
primary hypothyroidism due to autoimmune
thyroiditis because of the following findings: 1)
he had a positive family history of autoimmune
hypothyroidism, 2) he developed overt
hypothyroidism as young as 11 yr of age, 3) he
had diffusely enlarged goiter and 4) he had
clearly positive antithyroid autoantibodies. To
our knowledge, this is the first FD patient with
overt autoimmune hypothyroidism. Treatment
with 1-T4 successfully normalized his thyroid
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function, but his serum TSH level rose again in
3 yr. The elevation may be attributable to the
increagse in his body size and/or to the
globotriaosylceramide accumulation in the
thyroid gland caused by the coexistent FD. In
any case, careful monitoring of thyroid function
is mandatory in our patient.

In conclusion, we described the first patient
suffering from FD superimposed on overt
autoimmune hypothyroidism.
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ORECRBTAHAERMBREOCEREFHLNITAZ L2 HMIT, 2004 EiXEEHESE
@ NICU 295 7}’@ T v ir— NREER T o -, BIERITAS AR 109, 596 #1969 41 (0. 063%)
EHTEID 0.031% (£ ABTEL 115, 298 fFiH 36 ) @ 2 FTh -7, FESALIXEIRMAR 47 5]
TTREFIRMES R SEENE N T, BREFTE, ORI T —T AR ELE£ <., ik
A2 47 5 30 41 (63.8%) TH 1 | BIERAE L IEIEFREE TH o 72, SEOFHE CIITERERED
B DOHEEIXRIEIO 63. 9%5> 5 36. 2% L, t-PA OfEFHBEENK 6 28 L7,

BTEIDFHE & e USSEMEE A s i (19 sk 25 31 isk) 2Lz &b, #H
AR MREDORIEDEBRIEIC SEBENE Lo E L BEbhi, L, FERICL hBER
DRIEEARICRO B DY | 5%, BIMIESHAERMREOEEIFREREZED D 5 210, K
FRIZBIT D BENE R %D%fé REBOMEZBR L-2IECR s X v k5 &
E BT, AEME OBEMEESLETH L EEbh,

[Abstract]

To accumulate clinical data regarding neonatal thrombosis in Japan, a follow-up
nationwide questionnaire survey was conducted among 295 NICU facilities and the
results were compared with the former 2004 survey. Total number of the neonatal
thrombosis was 69 in five years. The incidence was 0.063% (69 of 109,596 total
hospitalizations), twice the previous rate of 0.031% (36 of 115,298 total hospitalizations).
Among 47 patients with venous thrombosis, the most common site was the inferior vena
cava. The most common risk factor, in 80 (63.8%) of 47 patients with venous thrombosis,
was a central venous catheter. This was the similar rate reported previously. In the
current survey, compared to the previous survey, the rate of supportive therapy alone
decreased from 63.9% to 36.2%, and the use of t-PA increased by about six-fold.

Compared to the previous survey, the incidence and the number of reporting
facilities increased, thus suggesting increased awareness of the risk of neonatal
thrombosis. However, there were some differences in the incidence and the treatment
among facilities. In the future, the original clinical studies of neonatal thrombosis in
Japan should be conducted in order to establish an evidence-based standard treatment of
Japanese neonatal thrombosis, reducing institutional incidence and treatment differences.
And it also must be considered the Japanese genetic background and the neonatal
treatment.

[#E]

FrAERMAREICET 27 — X I IEMEROEFFRSIIHE IND L OO KB COREHEEIC
B+ a8E TR hot, DD, FAL 16 @:@&bf:bn:bmié@?/&w kA% % e
L. BEZE L EOBAERAR - FERMLEZETHE LR Y, %6 ENRRE LHTAE
REENENT AT, TFEOFEROMBRIEDOEELIET S H E’J'Cﬁr“i@a) NICU #Eg%
W7 v — N R EE LTz,

Ciivapes)
2E OB EMFEREMEVHERR O 5 LR & 1BERR 274 HEsRIZ 2 fsehizk o

5L RERERSICHET D 22 Mk X 725F 295 R\ 7 o — FEER T o7, T8
R HEAR]IE 2005 4E 1 A ~20094E 12 A =T 5 4R/ & L. BIEIOFHA AR 1999 48 1 A ~2003
12 B 5 ER L HERES LTz, BIEOFRE & FFEC, ZoBOFERNREDIEHHER
MAREFNZ OV TIIAEER B, FEEES, MAGE, ERREL . 20E B i, BIEN (RE.
mELRE), BEOCKEREEBLNAETF, BEBLOTRIZOWTHRE L, BiE & FERIZ
EHERIZA% 2 A E T, BHERIMEFE 28 HE W4 B B) E COREM L B4R IR E
Pl O

[ERiE]

EZ 115% EI 21349 39% T, BiEDOEZ R 40% & 1EIEFE THh o 70, FEFH D &
B2 L7 M 13111 YCRIE O 19 EsR L EIM L, BERITE AT 109, 596 #H 69
(0. oaa%) é:ﬁﬁl]@éé)\ﬁ]c%uw 298 fFild 36 ] (0.031%) D 2fFThoTo, 1 HERHZY
DNYFEFEIL 2. 2 FI EFIEIFRED 1.9 & R&ESBidahno7z, UL, 1HEND 10
DA F N B 5 72 EHERE TR Y BB bz (Table 1), MARFIES] 69 #1005 HIFHIBERIX
23 1] (33.3%), BHIFEITIL 46 §1(66.7%) &, RIEIOFTEEDOEMER O 5D BEIE 47.2%&
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B35 L, #20%08IMNRA SN, EHEROMRIES CIIaiRE & EREECHARE
BT B L, L DRBT/PNISWVEFOEIMNA LI (Table 2),
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; Startat s and apseeial
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AR 2L N 24,135 24867 1IE20R e idlan =35 jE8554 st $342% iz 541
. £ s 3% 3R 3% 35
4 2 § 3 16 36 k @ham (han whay gl A
OBV (RE) (O8N (BITR) (G64%) AT B 131

1858 3078 298 335 L
LIS RA60) TR BISS0 IPTAEE (90

34 13 34 4 3
824 N3 Ty s (234

2085 2088 T 26 s Yot
& 10585 et 418 $533 S Wy
FH34 0 20361 298 ash ey HBE Gesyi 2% % 0 283 £t
. £ @hasr @b fean 3 ferec
15 13 ¢ W S 68

L5 1,503 §.487 > 1464
(U579)  CDGTUR) CUMTER) (OSENGY COTOVE) (8639} [Esa CITAIE iy OGS R 4
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3 4 s 1 #
fesi 833 W3y @82

FIEEALIC DWW TCrE, BeRmAe 47 ] EhEIRMRE 1 FlETe) T, 9 b T RERMEZL 18
FITHRLEL ., WICKBHIREED - TROFFIRMEL 11 5, MR M2 (cerebral
sinovenous thrombosis @ CSVT) & & W 7= FHEFARRN 5 fITH o7, BIEIOHE T T RKEFIR
LA TE LD - BEEIRLEFIL. SEORETIIALDN R -T2, —F., BIfRIMARET
23 (EVEARMASIEE 1 fl&de) T, 5 LR 76, KEARDS 6 F. FEIRDS 3 FIT
H Y| BTE & e UREIARLAR B LI b OO BIEBIIT K & REITR)2 o7z (Table
3

AL, FOFIRD T —T Vb o & b %<, FlRme 47 I 30 41 (63.8%) T, FiIE
FHED 61. 1% L IZEFRTH o7, BIIRIMARIIEEARY 7 — 7 v28, 23 Fil 4 $1(17. 4%) T
Lo BEENRELS . RWTCHLENR Y T —5 )V (PICC: peripherally inserted central
catheter) B L UVMER, BRMENS TN EN 3H1(13.0%) TH V., BIEIOFHEE & K& 2T
Rinote, £z, BEiEHEIARMEZRE B (thrombophilia) 12 & % MASKER X 69 1 3 ] (4. 3%) T
HY . BIEFAED 8. 3%IZ T 5 L HHEILKA o7 (Table 4),

Fuptad, Toe Besnlis af Questionsohen The Mein 7% focrpr of Nsopyrat Teepiebosic
g

i s i g aad Soionad
s

Faplod Foe Bexulis s ¢ e Fhe Boglon of Ne
i s 5 SR ded SRR

Bk 1hi% Tt
Japan Guenany
3 i % aiF

ft
3 3% 7 7
R 3
S H H
FIE T 1 1 4
% H
T o3 2 & b3
203 2 %
5 3 4
1 3
1 3
H
f

TBEIZEEAZE DT, IFFEIEN 25 7 (36.2%) & b o L b BEENE P o7z, i~y
v ESTEA~NY UED) 96, UAT D UR3B, TAEY R 2l (EhER~NY
VBERBIET) Thotlz, MRERAEEEITHEES S AI ) —F v 77 F—5% (t-PA) » 24
Bl (34. 8% IR TN TRV, v axF—EOEHIT 9 #(13.0%) Tho iz, BIEDHEE T
TEEEN 63.9% Th o & HHEENE L MBRBEHFEETIE Y e —E82 19. 4%, t-PA 2
5. 5%ZAE SN TV, SEIOHHAE TIIaiE & T 5 & TEREDO B OFE XD L, t-PA
OfE BRI 6 fFITHEM LTz, t-PA ERH 24 FR 13 4] (54.2%) 73, PICC RER &
B2 FTREROMBETH-7-, LA L, t-PAZFEH L TWAHiERIE 4 fEg% (3.5%) @
BT, HRIC XL o CHEAEENSRE B BEBEMIZER LT DHER L % 5 TRVLHERIC
4y M7z (Table 5),

Fi2i, FETHI N BRI E R CHEARIAE 35 FIF 3 41 (8. 6%) , kit 11 FiH 2 #1 (18.2%)
<, EHER cERDE, Bk s iz 269 16] (8.3%) Tho7z, LL., FIEOHE
LB LU FHROTENRWEZENRE L, 39. 1%I2H b= (Table 6),
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FARMARERRA L 5 & BIEHEE B TR TH LB A RYI/NEH O
IR EREEDEEEICOREEZRIET 5, £, FAER TIEEORETHIIZ L - Tix4E
B L UMREN TRICERREEL 5 2 5, 354E RO mMRRE CIIBEENE 0B EH ORI,
HAEBZDIEER Y e BRERPBEICRESEE TS, 2020 e RMREIZE LT,
bREMRE OEEOBNPMLETH D EEZ, 2004 FIIHRELET v 7r— MREEEZITWRIE
BEESLF OBEKREZRCKTOME & BEE LT,

OAETOREEEIZRIE® 0. 031%5>5 0.063% & 2 fZi2#8M U BEFH L L EE L
FH 16 T LTW, ZAVUIRTEIORZRE & bhle U, 3574 IR AR E O RIE DO ERREIZ D
XFWHREEoBERLEDNS, BkTRIFTEF D, P4V Y 70 Y THAERMEE
DEERE & BIESENRRE SN TWAB R, B & Tk NICU ARG O CREMENED MR fE O
FIERT 0.24%TH Y . R TRATEFAEL Y SRERF 2FIEM L 00, I FFICE
T AMEF LT D & 1/4 LERNEETH o T2, TS EOFE TR 1 MR H 7= DFHE
FIENIIEALR 2o T2 b OO ik EOREHK T 1 EERH -0 OHREFICRE Y BArbTz,
IS5 A THEEROBAIRMASIE ORERIL 0. 15% L WMEINTEY  FHEF D 46% B =R
DI BLO2FEHRTEDOLONTWEY, Thb0Z b, BekE R, BATHHERIC
X o CIREIZRT AFEBAIR A V —= 0 VT OFENREERICEE LT 5 & Bbhi,

BIEGOEBRBESCHAEREORE T, BIE & i U RHEROREHEE, L obib kY
kBB EYEROEFAOEMEA N, ZOERE LTE, 2hE ThhbhiA#HE LT
XX, RATHNIEH 213 CMIKEERE - BIER &2 OREEBED TV AIREE T,
—HZEDART U ABREND L IEMERIY bIREEZRELSLTWVWEDEEZ NS, £72FK
RATHAHFECMBIEIC L 2 EHENEE L RATREMEN DV MREDOREL STEICT a—72
EDRT V==V TRBBOIITOND L )0 TER I LB EREEZ BN,

RIEEAL T, ATE OFE TR D 5 B & b RBEHE N D - - BERRLeES, 46
DFETHENR A ONR P oTo, DT EE RA Y OHETIL, HrE R MRIE D FIETAL D
10-30%ITBEEIRICRIET D, BIEIOFE TYH ., HIETHEECK & g LRI & < IZBHIR
M ORIEFEEITMARIED 59 B TH 13. 9% Do Tz, HAEROBEHIRNAREDERER &
LT, EEMIECRA, e v 7k 8lc X2 8RO MRERE & (RBRICE 28RS -0 d
%, BRI T ATEIZB 2R TWARWR, ITEDOERI TCOHEIRER T, O
BEEREICNZBEETERER FLEHE SN EERKSEHESCHPREREHEINMTOITE
D, FOZENBEHIRMAEOREEEICEE U-AREENE L bNS, £/2—F CHIEOHREE
TS 2o TN EIRIF AR A 4 Fld 0 . CT R MRI - MRV (Magnetic Rescnance
Venography) {2 X A FEMEI 2R BIC L DR L Bbhiz,

fERRRF ik, BIEFEE & FRE. FOEIRY T — T AR E b HEENE < . BRERHITIEREER
Tholr, —77. EEtEmEME R (thrombophilia) 2 X A mMARIEFIL 4. 3% L BIEIFAE L D
HEEIT /2 12ED LTz, ZHMEEICT 2383 AEE -7 b Bb b d,
thronmbophilia |2 & 2 MARFEFBEKDOBME D 1/2~1/5 THH Z &h b, FEREEEILT 1
TAYCVLYAF A (Factor V Leiden) D & 512, EATITSEE DR WBREMERE A BH AN
WZikHabhinz bbby ABEICIZ2ECHEROBREICEZ D L BEbhiz, 4EOH
E»bL, FAURhFZoHs &R, FIAERMREOREDHEBER T & LTHLEIREE
BT =T NPEETHoTz, TOZ LMD, RIEGHE LZL I, MRELZRSTZHEIT
thrombophilia DB EHED D & & il £EFREOEELFOHIRY T — T MV OEPHEICD
WTHEBEL, TRy 7TRoRBHEENEETCH S EEbND, ¥72ROFKMERRE S
DEREE YT —T L 2EMEETAESICEEHESL L CIEES B ICEEICVN D HE
BB erA EERETLINENRD S & EbnT,
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; mimrﬁcd hemorrhagic/ thrombotic disease, acquired hemorrhagic/thrombotic
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632 bk

*&\%@Lﬁiﬁlﬁf MR BT 2B SRR EREERT L ETH S,
SRR, HIERORNANZREEOBMIIEDLOTERETHS.
IEROIRR, BEFROMN, 2 LTHUREN OB RSP ER SRS UREYXS 2

ANEOBMEEER, R RBIERE LSS
&A@%@ﬁﬁ%M%%,%ﬁuQ@L,ﬁﬁ%
D, EY. BT A METIE, 55
KENZNOFEEOFRERT I A &, RBERE,

BEAEIE O PR 2 P H 13 5 N A DR RO
FHZ 2 HBHTAYTH L. R, BiEEEERIL
BHICSIET 2 2 &2 %L, RENLREOH
AT, AT,
TR L BIERY, MBEEEZIIONT,

WEOBCLO, EFEREVWIREE LR
ZeborEET A (&), L, ARBEBICE

GAEBRIIOWTRERE#IT S,

1) FPRER S TERIC K BMNROH MY/ M
2IERE

a) HERER
(1) Tm
WAERA L ARENEETH S, BRomi
Bk L7 AR A L b I 5
(2} #53
LM i A (thrombocytopenia) 12250 { B &

AELAETHL, BEARTIRIALOLD, B

FAEAERRBI AN

R - HROLEBCESC I LB, i
BPEOREE - HEPSRE TS 4 B s
EOMBEBEB LY A v AR X UREN
I P9 B E F B (disseminated intravascular
coagulation : DIC) BHIE L L TIHE LY. #
O, EEEIRLRE, BEERA REE
REARRE, KBUERSEMRE, MEME, Kasabach-
Merritt SR, MHCABNCERN 2 X 45b 5.
SRV OBIEIL L DB, SRR
% B 9% (idiopathic thrombocytopenic purpura |
1TP). 4x&Mx Y ¥ = b5 2 (systemic lupus
ervthematosus : SLE) O #6756 O HE O BT
[28h 1TP (passive I1TP) ] % #r A4 JE A8 S e i i
INHE B AP 5E (neonatal alloimmune thrombocyto-
penia : NAIT) B &£ Ch 5. NAIT i b3 F#
FiB (human platelet antigens 1 HPA) (0311 %
WARMEHETH S, MRS OBE I, B
“’?‘\%&ﬁi FHLEN TV LM %D HPA 23
TR TREA 2N G B L EB L
T g&:} Bolpsicgs L, BREOE ;{’3%*%%{%?:
AL, BEoORA v MG, BERPICH HPA B
HOFFELTERT L2 ChAH, FERIE, HPA-
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MAMERPE, L-PRISTHFF—CEE, FrFrOLE PRE/REE, NBSYOT77 08 -1U%
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[5ES

EMBE BEBRE POERST-FAEE XFH XD YERE BULESRMLE,
DIC, HUS/TTP, $iYU CIBEREERE ~/ UREROMERVE, IX OS85 80eE
5, BE

TP BRI HERE, DIC: BEENEAREEEE HUS BONESSHBE TTP R MEE SR

la OREECHER, miE EeSHL HE ﬁ%ﬁ%%%%&@%ﬁ%ﬁ&%ﬁjﬁ%?bm

HHEME ETH

B, FENTOFBEARRL AL F "%:«;I:iiéx%ﬁ% TPO DELEBLUZLOL

f{‘i?'ﬁﬁéfﬁ”{’?}%'ﬁi #o HVEND %m HPA~4b BTy —FEETHLY TPO I+ 43 79
OABETRAINL Y LEETHE, AMERE 5 }5\5&313 T 4, May-Hegplin EFRE, B X
A H 3 # AW IEE LY »‘3 }%fﬁfﬁi FIC M/BREAFOER BFERIR, RIS Dehle MEL

ROl boRIntiddsd, OhFEBEREY Bl A0 BE s h s Bt e
COER PR .zjxﬁg@:ﬁ?&; {congenital 'mxéffakarwrytie EORBTHL, MBI RS IR
thromboeytopenia : CAMT), @8 H ZiE-m  WREEESSRE W, BRI E KR g L 3

AN A B G BE (thrombocytopenia with absent  AFERT Sebastian fE#EEE, Fechiner SEHER,

radii syndrome °

TAR), ®Fanconi L, ©May-  Epstein REBHE, & 1 OB, M“&’II&? é?:??

Hegglin BEHE, (©Bernard-Soulier JEEEF (BSS), KEIH—-ORBEMYHS EER)CHLLEE
® Wiskott-Aldrich #ERE, OX ZHMAHER 25T b, Wiskott-Aldrich ?}E‘;"ﬁ%%&é&, il

A (Xdinked thrombocytopenia » XLTY, ®Gray MR, 1?&/%‘*%%‘255?2&’3‘

E, BT AR LB R

platelet FEFER 2 L4 H 2. C fﬁﬁ? oW é”é“& BET s X HEENREORETHL. £HT
HEHERETHIROKERRERTH L. M E ot Wis {f}m»ﬁ ldrich EBEBED(WASP) @
BRAOBEIBEEETH % b R ERAFZ GRS, XLT & WASP ORETH D,
> (thromhbopoietin : TPO) D L2 7 ¥ —Th 5 Wiskott-Aldrich SEBRBEOHR &% 2 Hh, GIER
cmpl BRBBHAVRETLCWREETHE, b TIVMIRSOARERTLLOTCHA.

TAR &, ®ikfatkgB ol EOLE B

MABIERER M & & o9, IR

2 ¢
FETHL MWMIMIOREREETHL. £  EAREE OUEBGIRE R L REE,

O, BREBRTHIE %f«*} b, EABEREARD /S

B, OMAMURE BT,
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Fﬂ@%%ﬁ&%% TEESNISEBEEL 20T
gﬂﬁﬁ%?m% ¥ 72 BSS W, fNHLE A5
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FUBERMMEORIEASHE L, Eilitky
‘Eﬁxjiﬁ%ﬂ% LAREBRTHS. DT WASP OB

EFEHOERATH L Wiskott-Aldrich JEHEET
BB, WASP BESHBERE~DY 7 F V2
XTI VRBREROBRUEERBE R RS
F. Wiskott-Aldrich fEBR (MR B H
HAEMOBREELRT L ELICBE(SENE
WOk E2 LR, @ BR{s)EE

T&?MW\Mf&afﬁyﬁimﬁfﬁﬁf%,

L. B EEEE, Wiskot-Aldrich SEHE
ﬁ&ﬁﬁi@%ﬁmv&wv?wvmvév;w
Atk o4 FRPEOER L9 Hermansky-
Pudlak MR, IHCHBEHEEES Chédiak-
Higashi BERZ POEBRNF S B, BEFRE L
T, SR EEAEHNT IR FICE B IUVNME
CRBRKNARBORUTH L. BEE Gray
platelet FER L IFE R 2 FROFEEBED
FRT, « BRBRELTLN747) /7Y
VWY, fh#EE 4 BT, f-bu ""‘ﬁfﬁa‘m”f‘g -
20 8O o ERNEY RN URE 2 EREEOT R
HAHh, AT %@ﬁfﬁ“?@kéf

T A RS LGB RMAENEDL LR
L. MRS A BND. m®ﬁ&%%iﬁ%
. BRTEOEGHE VWY, BEo¥aidY

— 8T, D Scott SRR CHRUMUEERS
VOB REN S D ENGERT &;E: FEbIREE
TR ERET 25 A7 v F VN
4 1) {phosphatidyl serine : F‘b} F AN A
YL s LA~z s h v 70
=54 7 WERBHEL, Va-Xa ®Wa-Ka 2 &
OEBEGEEDSEERERET A5 2RI
BH. IO PS OMBMNEBEEA~OBEB LT A ¥
Ul DR AEEENAIEITL DM

@%ﬁ“ PREELRmENEET 3, %ﬁ%
%@E%ﬁ@& WIELR2 Y HlEFE
ﬁ@%é,ﬁ&&%ﬁﬁ%%ﬁ LR DR f%
A BRPOVESH Y ADOVETY B
FFEIL I YBADEI B IR AT Y Y
OLETy—BE TS VR Y SRR

SRR, VAR LSRR LD
Gd FUVEBRBREEBIF KR AN

BESEREE, FAFY S CRIBE GeQ X
BEE. AV ABESAGEERMETEL Y
S &3@
O, BREAELTERE LT, NS
&Qﬁfu74 CPOIYRZ/BFE, TaF
VSPSYRE/BEFELZLTBAT 2LEXH
@
(3) MEIREEER TN, EEEMHIM
AT AE R OBEE NIRRT HAER 1~4% 12

A ONEHA, TodeALEHFIHR B3 aH
THRETSH.
(4) BHm
SFRMEEET 4 7Y )y vgE, BXIEFRIE

$E, a7 T A I A e ¥y —RIBE Y
RIERTH .

(5) MiERE

P R EANE O B A TR O 3B T
EAEBE, BOK, B PORRY -5 V8
BUHMRELEOUAI 777 ¥ —ThDH. W
%@EK%@&&%%&_%@k%yw‘%ﬁ
ZEARBRMEES L UBRE O R R E )
DFEHFPEHEFECCRELSE . BERO D
O TREEARD PC, PSS RE/FFIEOREESE
b L EBa~T uBafgstito Sgiyn
#i (purpura fulminans) # 2% 5. Zhid, HHE
EOMARTET, SEETHEIN R E B
RECHSL, HERE,OIMERY, BE#
E, fAomEEENEalERY 2T EREeR
&k #1n © Upshaw-Schulman SEBEBE L BT
4 Hhve. ADAMTSI3(a disintegrinlike and
metalloproteinase with thrombospondin type 1
motifs 13) DFIEETH Y, BEFFR VWF <
W DIFEARIL &ﬁ%fﬁ%ﬁ? s
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