FEf0 62 EEEAHLEBERE
fexzx7 ) —=v 54 505

B A F 4 = o0 EOFHEEE
A mEl, L B, % gEbh?

%4 ; Ffmethionine adenosyl transferase( LIFMA T &B89 ) {EMIEE OGS X 74
=SVMED SRR THRBEHRL . 2PEAFF=CARERL. 3~8EEOFHRRE., B
EEFE R CECFIREIC OV THRE 21T - 12, IEERIEBHI 2K R4FITH H, 2ERM~
BESHABDEA F4 =V EEBELER LS 1005, BEDRERE R EHESFHEIZ
ERETHY, MEXFA=AEXERD3~8EREETH -1, IREMKEIZ1ER3MTH
b, »*F A= HIR20~25mg.Ke/ daylc TIfiljE * F # = L fEIX100umole /L gifgica > ko —
WINTEY, FUABROBHESHEED EH TH S, T, ML ALFEIRE TR
WIED SIS o112, 5, FREROERE &SRO ABBESBETH 3,

RHUEE; BAFA=VIlE, BExF4=8, RETH

HEEN; BXFA = MERKTEIHFERZ « 22 ) —= 73, FRFEVRAFUR
FEORPFEROBMNTER SN TV, REDAEDT R « 24 ) — =0 FOHE T, &
EVAFUREUNORFMS 4 74 = VIVEFSEML T3, EE 513, VEEDOATR
»T%%Bﬁ%%bt%bm&4f@%%%%x%z:ymﬁ@¢bw%x%z:>ME®%%
ZEICOWTHRE L, 6., BEXF 4= UHIREMRH TH 2 3F 25010 7 FlossEk
BAFA = VAEORERERCRETFRICOVTRHLIIOTHRET 5,

IRTIE; B, EFLBRBLIIE A 74 = VIE6HIF, R« 74 = M
ELBMLIZSERTHTH S, THOROEDHER. hE, MB A F4 = B, EILENBRE
ROHEEBHREERE (FERERAT C A -, RRC 2 —2M0. 90 RiEmEX3 1R
DRAREZHEZR 2, 2. BEDOTESh - HEFIZEEL T, ¥R TORER O
DEICT HYIT L. ) IKDWTHRE LTz,

WAFERESR ;s BB 1 ~ 3 LEERI 5 ~ 7 XRA—KRPNORETH 5 (K1), 2l $EHK3I »
BEEBLTHMBAF 4= AEIZEEDI0~20E L ZIICE ., (EAF =8 (15~25mg
Ag/day) itk bl 2 54 = LAEDETHR b htz. SHUE # F 4 = L ABIKAICIT AR 2
7780, R 1 ~ 4 TIREE D 5P EFEOIEHIFSED bhichs, B FA=CRB3 5 %D
FFERCRYERBEASBD 5N, F12, K2 74 = AIEFEH I Flchallenge test ( %A
£ 3 AMEED 2ERL. S * 74 = EOBLESER s HI,

1. FLIREERIAF/NRFE (Dept. of Pediatrics, Sapporo Medical College)
2. EEERR/MERE/NER (Dept. of Pediatrics, Otaru National Hospital)



EFIl~4 132 F/~3FE3VAMEA FA = AERETEURERZEBER L7Z->TW5,
FEBIS ~ 7 IRBAEEX F 4 = & ( 20~25mgKg day ) icH Tdh 5, IHRHIEBEORED
AFF = EIF110~2T4umole/L S IEHD 3~ 8 %R L T 505, TAEATPchallenge test
BRCR Utk 5 AEHAEE 2 R BIaEr -2 (K2, 3). %12, ExF 4= AERH
ORI 2 B TR, AT I BIRIIZEFREERIIKD > 12, 1. 4Pl ER, &
FRIZEFRHFARICH b IEwERFEE & EF CGOT, GPTEHOALEMRE T § REIIEDL
o1z FREREGEREDME 4 74 = L{#fI12100pmole /L §I%TH b, BEREIZER T, HHE
BHRFLEMS. TRERTHH, —HEBRZBOEBNOH - 12EH 6 $HWEIX, ZITEEL
o TWB, T2, EUEHNRE T RERIEO 12 (K1),

EZR; GAFA = UMEOKRBICOWTIR, FEVRAFURIER X F4 = UBREEENLE
BPHEALIEAFA=UFYRF AL, VBe SEIZIZV Be KEBABEES—REICT
bh, YRZHIT T3, —BUE» FA=VIETIE. Iy BREPER THIITERIC
bEL, F70. BREBBEEDAT A AR 3 AN TEREILT 5, TNICFREEZH X
FA = U EBEBICEBIN D 305, TOBBERTIZ, xFF=ick 3FEZEDE/L~AD
HERPEA TR F A= HlR2T5 CEBEFLINEEZ LN S,

s F A= v IERICH T 2ATBEEL L TOX F = CHIREIROWTIE, £I7E
L, FNMPDAF A= U BEWIIZITOREVEICRNL L 5 o E@m1IE oI T g
Vo FFMA THRIBRETIRY AFX FA=C BERSER2ETAEM TR, »FA= KX 54
BEEZEZEA, ATA=FHIBRERITS L b HBREITH. —TTTE. FMA TXIEE TOF
SABOMA TIZIEHE Th 3 129, S-adenosylmethionine 4 I N EBOMA T O &
REDZEDEEZBLLN, X FA=2 BRBHITET A SHFAEBOMA T ORELSTIG 2 h 3
EDEAZL DD,

—73\ EE L OEFIORSIFMA TRIEZHEDSVRFER 4 74 = VIERBEL Tk, &
BERECEHFRICOVTOHEIZR S 175, Stekol 52 (&2 74+ = L BRIC L 3 [HBEE
BZOAFA=BRHERPRTTIER S & DICEFEINIH., CEBMOMENIER T 5.8
FoOxFAo BT EEREL TS, L LY 5, BELORBEFIERIKBLTIE
BHREBONHIRONTE LT, B ESREOERCIFHEERE S 7o h#r -1,
M » F4 = AERSHAEE 2T L T DS, BT Pchallenge test B ICR L 7o /2E B
BEIIEL, EHO3~SEEERLETISTBY, ERELIRAFFI=VENETT AT
REHEDSTRR I N,

EE L DENCE T 2 EERZCEBFOWE, B4 F4=BILL S 6 O0WVEDIE,
REBTH %5, 15~25mg Kg /day BED »x F+ = L HIRIZEBEILOERICE H, BHo ) —
s ey AT L BRERERIZZER b b8l HBNBRICERBTE, xF4=
VIERICL A BAREBE R CEHESRZOMI S R oML o7, LIZH- T, A FF =218
Flick 2BBEECTRK2Z A5/ 5613, A F4 = ESEPICEFIPR, BRI 205 61



BEWREATFA=VEIRPITSOBEZTLNEBEALNS, — . FERs LA FF=VE
PUET ¢ 2TIAEME b B 7o, EHIMIKEBERICL 5 challenge testZ{Tuy, BRISHERZ &
5L METH 5,
2% 6 DEMZRED L CAFERIERETH 2120, SRIZFARDER & & b ICRBlicbT:
PEEVBILNETH S,
X oy
1. Gaull GE,Tallan HH Lonsdale D,Przyrembel H Schaffner F,von Bassewitz DB:
Hypermethioninemia associated with methionine adenosyltransferase deficienc;}:
Clinical, morphologic,ahd biochemical observations on four patiens. J pediatr
08:734,1981.
2. Stekol JA, Szaran J:Pathological effects of excessive methionine in the diet of

growing rats.J Nutr 77:81,1962.

2 Serum methionine levels in four patients with persistent
hypermethioninemia

Serum methionine

J{J 3 T45 b et
Eééiﬁﬁ iﬁé ia

Patient 1 Patient 2 Patient 3

) Dirj::
=

Patient 5 Patient 6 Patient 7

B 1| Pedigree of two families swith persistent

hypermethioninemia

@3 Clinical course of patient 2. .
% 1 Present clinical and biclogical data on patients with persistent hypermethioninemia

Serum Methionine challenge test (#dx 3am)
. Seum metriomns lve Biochemcal
(umote/L} 1 N Age i Waight | Huigny {DUrtion ot | Memionos | (,mole/t) Went Ha
500 [ Low methionine diet (13~ 20ms/xa/dey) atont 0| @) | Gom | AT | @0 | iow memonng s aevwoment GOt | GPT
belors | duiing | present {used | (un)
s o
400 i 3 u 135 3Nz P as | B~u 28 1Q 1§ 18 §
liver biopsy 2 (7| @ || o2 ;:‘ s |l o | E) 7
i ;
300 a st |w]| 2 o | e fem] o | B | n
oot ncrmal
200 / 4 H 193 09 1 P 858 ]3% | s 12103 u n
s |simzfuo]| ¢ wm 2 ws o] o |10 s | n
liver biopsy -
100 - aimowt ramas
1 8 k] 158 k- 1w k-1 s |13~ a7 ey a "
ooma)
7 J2) s |as| 2 sm 2 ETRRE LTI s a | u
M &M M Y Y 3y 7Y




BEHTFIRA b OCRGEEMXTER YIMER ﬁ
BXO—BTIH. BREOMACERENETNIRENHYET

methionine adenosyl transferase( MAT )
3 7 3 8
2 4 2
3
3 8 1

20 25mg/Kg/day 100up mole/L



