BEROEBIC OV THET 20> ¢, RULFREOHERAFET I LHEETHEY, ®
LR, SHEEEMmEE, HHREShiz 1RO G6 pase BHOBEMIC KEBERDPH LB
%, ChIZE S AIEREOMEIC LS bDEELNS LB~ b BOBE, FHEFEH, <17
0y — LESHE S W ORHAT G6 pase iEtEEAIE T, IEHIZEMSEMEER LT la B
M INZTHAHI L. BERERCAEITNE M 70/~ LROBEOREICL VEEETLL
FECEZSE SENEERTTHAS LHE LT, B-T, G6 pase &Ml Zicid Hlk A+ M
\y, intact microsome & disrupted microsome DEAE TEMRIEATTO L ENDHD, KEZH
REEICITH NS T LA LT,

LT AT, | BEERIAYRE KBS AT LAY, T OERBTFRIT—RTIREL, EF
LD RS RIDEFTERA BIIB~, ZORERBICHL T gastric drip feeding % 3 Flic
WTHEB, BT & F— > % 0% FERE ORI LTEN TS B EAHoh I L, T
b5, TOMEAS00mL  500cal (31% of total) : BEI13%, WIH6T7%, MEMI20% D i) & % (i
ML, GOT, GPT, LDH®TK, $%, BE OTFTHEIHiEEIMMTE0ERDTVS, L
L, REHTNTO | MEBERBEEICEHTS 30 L9 pREICRH LSl o, EARMER
PRENEMHELE 2R T ALENSS EBRE L, 5% F< OMERTHRITL, € OREZEER
LT, —IEOHAF 54 vARIELBEND SRR LI,

¥ fo, BiA, BPE T hE THEMTERABIFEEL ATV ABERRIBOFHRE, TO5Hlic
VT CHEL, FEERES &L NOBENSS 5, Zhuctk-TI#ELF»27 L5 -
CHETTAC EAEH LI, LAUREERIAILSFIh 2fbo N, Thbd2flicdflnbit
B 5280 BiFe £ 105 o — BRI BAFELTIE C PKOB WIS S Plic 250, BAETERT
PloBEDLNFEBEL TV 5, DEIEYT 2RERR TR0~ ISFEROHRT, LEREE/LT
WA LD 5HIR 45 80%) K@D Hh, TOFRIBEECRNT 4ENDH 5 LBE LI, BIC
UF DEFIC OO T L R TIHELORES, 7B « OHOERFIRTALHALHRERRD
H2cEEELDICL, ZOTREINETEIONTORLI LT LRV LOTRENILE
NI P '

LEEMEER (pompe 7 RIRBCTFHRARORRA &, IFRBEFRIVSENIER RER
= FEABEOERPESNISH5bNE0T, NEHRICBISh 5T LMV, BAAH, %=
HIFRALS SN BEERIC OV THE L, HRERE (VE, R EEMbgcsishsc
g, E, 1B, IR, MEIKBNTS, BAICKE>TRE LT 2 BREXS D, FFRER
EOLBERBERLZOTNTHNEHICRET A0 TREVT LEEHLL . LItW->T iRA
CHEME, BE IE TEE, Hh), GEEREEL S22 AR ICHEE UG, BREE
BICEBWONE & 2568055 BN, BRIER A2 URIEE/R B IER 1 O RARIZHR
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&1, ZOERIZATOKET, SRBIESFHE L, BRI SSEMIESZT 50 {&iMm
BARE, FuhT o7y - RAFICHL TIEMRER T AR TRER I BELTRE Bl egivlio]
RFEA L LTV o IMNBERT glucose- 6-phosphatase G ERIE LTc £ T 5, D 10%LL T
OEMATR L, glycogen BB &EL (&<, [EOD variant L2WS 1o AP LR Bk D
Fhid b, Ho7ns b —2AMIK L ZRE ERREA, 7o7Y s —vBBICL » TRERR LT
DT, 7 YEROBRITE SERBIEORR IS LT3 LEA60, FRROFRICAST
L5 Z AREEADRKO—E%E Shic LICET, AFEOERIAIVEEONS.

Ay ViR BB EREORROSERTHAY, TOTHRENET S LTRY
DU L EEEOEETH o EIL MR v 5 — OEEE, RREF OBRIKSUTEEMEL, 7L
TO%E%wﬁé,ﬁm%tWUfixiv,m%hiyx7£f—€©tﬁ,ﬁ@ﬁﬂ@vﬂ@ﬂ
SEOEHHZOBMOBEICE BEBN, 8FLUBRDBE, BIIFE € vo 7 723 v, Rebdddht
BRMSBE IS CLEEHE LI, ‘

4 FREDEBICO VT ZDWMENTRIMC T LS, AP OMEr 727 1 F—€0 I35
WBEC BPRAETHY, 5% COSOBEL, MIFere 7 23 EO B O H OFEHE
DD DBITERIC DO THIE LTWL EMEL T, -

1545, S%OMELE L CEHTH®RO follow up, fEE L7 &0 HIE & IEULRE & DRI OB
KT ANENDBEELOND, .

smEADEE, FYOBR O L/ Forssman MEIBECHRRAREEL, T DI & For-
ssman HEEEBE LT, OV cEEIicE 5 Forssman WEISE D4 i R AN~
BRE LEOSIC T BMICAHT 5 &2\ Shic Lz, TOHBLE, IS TI BRUE O K
f, EFREOBEICAVICRIA S ha LS, SEBOPFRiIcER L, %72, Ceroid lipofusc-
inosis HEFHOMEREE, BHEE, RPLLEEET I TFRAROE QA SERIENRETHS
», B, %@%%@ﬂ'ﬁ’i’ﬁﬁb\’c diamin benzidine peroxidase fEHDE T &8 W, F7,
EFCREOHAGE, o, WRERE CERPEOEWLERERD, & DREISHIRE, HRIED
RN OREEARNE, ISR OMEADOROEEE EFEAD LBTNDS,

Hunter SEBEHT, MMEHEEOLIZERERETSH D, OHYE T LEYEE O WERUE
Th 5o WE AKOFE, BRI3ZEBHISE, Mk6H, HE2BEEURKRE, HHE620E
#BDa - iduronidase FEHEMEL, BREEBEREOBW ICBD TAMTHLLERALLITLI.
PP B D Hunter SEREEORE FHICE, BEARKCBLTREELZREL, FEM b
ERTICENIT 5T EAMLE LT B, EHENE L, L bRRLBHIHEE R LA REORER
Ak X, —F, BAOILINE, brEORBESRIECEEECOLZE TOH AT BT REER FISAE
FITEHEICRE L Gaucher MASBSE L, KT Tay Sachs % 1 —celIROMRICE - &8
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TOLH LR OHUERT 2W OEEBRFIO R ASERE L, SHEYICL - T D DAERS S B D5,
CHIREHERDS. 1+ 2 DBEEMT IcOWT, BIRBRLTVSZ LEMEL, HEDRBRILOVTO
SREsERT A EB b5, LIti->T, Gaucher FAFIc bBHETE OO TIREN P L
hisnds, REBEREORBISFELMELHE LIS LEbh, HEEOSVEBBICHLT, FiC
FOEEARAE T HLENS S EBbN i, £CT, Gaucher DEMEAMBA L/ ThH, HBRHFIDT
Bilch 4 s ELIRAEY, 1BIASEER, 2 FlHMANT, ARRALENE L, CofidbhhiEo Gauc-
her Fﬁ'@%ﬁ@&‘)li,@bﬂf:o 41505, Sweden T, FHEMHEOE Vb, BAKTERRE
BHEHDI N EDBRSN TS . 5% bHEORARD Gaucher FO R T #E R ¢ 54
2nh bEB0bN S,

HADBAE, BEIEBMORBRET 4 Vv V'~ L LD HREIE S &, Lipidoses 89F &5
RS 3 B, £ 0 SEEERAELG, L) EF —VRBPITH o LN, YEF— Y RTH,
Tay Sachs HHiK bF <, ROT, GM:1 # v ) £ F—v 2z, Krabbe #, Fabry §§, Gaucher
ROIETH - 2L ]E LT

$. LAY EF—vR TR, I—cell H& B — galactosidase - neuraminidase REFEWEL,
2R3 Sanfilippo 7 Hurler 5, Scheie WS B h> - 1o LTV S,

COREEE BADIIOEE EOPRIT B, Bl LD Ke OERITBNT, 120
RBEEREOBZINIC DV T, MFRESET RIS D, Cho5mE OWkii CRBEL TS &
EZ N D, oT, SBRELORROWNEERT, BEECEH D HEORBEEMIECE FRHE
AT SREDD BE Bbh, HEHCHLT, TOHEAAARFL, Ch&McFRAH CHEER
T A EREEE 2 REBICITE ) T EMHES NI,
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