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HFNZ 2 W L 2 7= Krabbe 55 (globoid
cell leucodystrophy) @ 2 {7

HRLFERAAFPNEHESRE (EF  BILEREED
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yasa % At
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2 CHIC

FURHIC 28R L, 2l rinEEi R 0BT
AT R EEEREO T T, B IER, &
B, Bhk LOBER R R BRRC 2
Y DR E S BIE, Fio, HIBERPEERIEER
I L DEELHITRETIRES S D . bhvbiux
FRIRIEIR, #&:8, BAFTR X U Krabbejy (globoid
cell leucodystrophy(LAIFG.L.D. L %3 ), infantile
onset) #BE\~, E3ifiEk galactocerebroside-g-gala-
ctosidase FEMEAIGE . X b 4B R 2 M7 L % 7cKrabbe
RO 2 Pla ks Licn T, WK REhlc#E
T5.

$FE 4

FEF1 OMOTF (WRFU9ES H 1 BA) #WIBHE
#6»H

X K ARLECH L ook, EE L.

RIEE : K1 O &L, BHCMEGENRD LA, W
B RS ke, B & ERR e BEY & o
L A, BRI 1. BRciiER v,

BAR : GBI AR IR 5 v ¥R, G EEEHTE
HHIAEID B IR LA © &3 B . $or Baae

i
Ly

i Bt V4
R ER z
MR i

Bl1 ®AK (E@ 1)
(E) a. FRM X VB ESREEE. 107 TR
b. et R B R 20
> 7

oD FER L D30BE FUL T4, 4 TR

2,360g , H&A47cm, FAEH3Icm, fgHi28.5cm, 4 FEk
Apgar score 6 TI4HM 7 N— A A2 TV 1o 28, Hi4d
BEEIIEET, B, RN Lot B2 A
B. L4 xH. HEL.

Taketoshi HAYAKAWA, M.D., Akiko TSUKAMOTO, M.D., Naocko MIYAUCHI, M.D., Haruhisa
ENDO, M.D., Junke HARADA, M.D. and Yukio FUKUYAMA, M.D.: Department of Pediatrics (Director:
Prof. Yukio FUKUYAMA), Tokyo Women’s Medical College: Two cases with Krabbe’s disease (globoid cell
leucodystrophy) diagnosed during life and verified by autopsy in one.
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BRE : A2y AECRBo Lor—¥ % & D
D, SEARITROFID, MECTHSILEETH O,
A%, A3 AE X v B o o 1E ) SR TRV OIA
SE, ¥ oEBEBERED 2EEM LI L HT
b, WEEA~OBERCH L TRERBERC IS LI T
Wiz, EH3~4n A, FERINEY oK S
, DIt 3 et m e zs Lic, 4 2 Bicild
LLECRL LRI, TR AENRTL LD,
A6 IR FEVIHEE, EHNEEALRIRVWT & X
b, YRZL, ABELicof.

ABEBSESE © (AT 9.2kg (fHE 7.7kg), Hf66
cm (66.6cm), Kaup index 21.1, UHPH44.8cm
(42.7cm), JgPH49cm (43.6cm). S 7> »
b, W, BEfbis Skt LT BIBRIG & 7S LR
BT B, FREFHCZ Lup, B kA bR
% . ZEIISEARLI C A FSEENI D o S
Fr, KO10mmx 10mm, (OGIET. AR
7. BRER EBCIUER AL h, ¥ Rk
R Lichy, FRURIEHR CTHor. ZHf - =8
TR AHeRTUE, ERE - 7 v ARBRIER .
Babinski [Z i flp5tE. R (—).

REFR : LT 2L, B, Rt
E#HT, Ry V5 AL, Giffucd Rl
mote. B ClAIfaE, BEIIEE TH O,
T ANE ik 240mg/dl LIEnA R L. 7ek 1Rk

K2 SmE EF 1)

K1 RERS GEA 1)

1. A fy | AsLO 1:32>
Hb 13.2g/dl | CRP =
Ht 3% 5. [ 90mg/dl
RBC 435 % 10* 6.2k 3 (1 F5R9E)
WBC 7300 T.RR E®
Stab 1, Seg 14.5, E0 7.5 | 8. &86t¢ F¥%
Mo 3.5, Ly 73.5 9. %% (49.9.20)
2. R R FoiY k=4 0/3
R YFAL EE $i 50mg/dl
4.k (50.9.18) P2 Ak < 240 mg/dl
a1 AT ¢ 6.4g/dl | /v (+)
Sy RYFA €2)
TNT IV 69 LDH 18
a-¥a7)y 4 GOT 12
dy-y a7y 15 GPT 3
B-7a7)yv 9 10.4EBExvE Y
r-sm7yv 3 | (A7) VAL
REEFR 13mg/dl | Mg mch AR oy
sv7F=v  0.4mg/dl mg/dl €~ ng/ml
Na 143mEq/L Al 120 11.2
K 49 304 31 24
cl 103 604 46 13.4
Ca 10.3mg/dl 0% 47 17.2
P 71 1204 52 37.6
LDH 265mu/ml | 11 RV E
7k 2 21.3K-Au 17KS  0.64 ~1.26 mg/day
CPK 59mu/ml 170HCS 0.14~0.61
GOT 24u Gonadotropin 9.6 .g/day
GPT 2%5u 12.vv 4 v
#Wavrzyo—u 219mg/dl S, M iEH
ALRFO— VI RFI TR, BT REY
159mg/dl | 13- KM%
FYZ Y74 K 168mg/d] Evans ratio  0.287
NEFA 0.5mEq/L | #3M=E 10mm
B-YR70574 3. 4mm 14. HER  fREFY 2 —

11 Ao T Ay {1k, 60.5mg/dl THDH,
FORFDICAEL HERE2 A L, BRI
B3 B e, ERERIMEIRE, hAR+Ar
v, JRH17KS, 1700HCS, JRr="> F h et
VEERHIE Licas, Whd IEFHRIEN Tho
fo. AR, R VRIEY, SNEX
20z kL3 MEIKR, MRS OBREINT &
D, MR 3R D & < EEREE O BRI
b, JEMMIME, Bk XORBEROLELRZE, A
SRR BCLEE o /N Bl A Reb Tz . HRESTE . BRIR
RER, o, BAFTR X 0 Krabbe JR& e, B
[fiEk galactocerebroside-g3-galactosidase jE{4: % il
Lk h, #IWnTIELERTREEME
%k Ute. Iffth hexosaminidase JEMEEILIF
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T2 HES I OMBE AL

RER iE 1 1 57 2 Normal
512438 5124 A108 infants?®)
HH Q& A) (6 1A (12~23months)
B 7 AT < 60.5mg/dl @.0mg/dt | |, , e/
FLTNT Ly 0% 0% | 11~15%
TATLY 64 62 40.9~ 8.5
B ay-raryy 5 2.3~ 6.3
i [ P5A- A T 5 5 3.6~9.2
B-raF) Y 7 10 13.9 ~ 22.1
r-razyy 19 15 3.3~113
AR AT < 9.3g/d1 6.9g/dl
A/G 0.81 12
FATLY 5% 55% 68.6 ~ 80.6%
2 a-7e7Yy 4 5 2.4~38
dy- a7y 10 12 6.3~10.3
LT 9 9 6.3~9.1
rrasy s | 33 ® | az-as
L S 4360 mg/d1
IsM 198 mg/dl
 IgA 103mg/dl
T gE 3000 ng/ml
MP

A T AT U S
RF VMMM A e ™ T e e,
LAT 1 A AR A A AN PANM e AN AL o e o e
RAT S NN AM AL A p AN S NS T R
LPT,\/\J\/\/\WWW A A At N e
RAT At T T e N,
LE S AAS A A A NI e me AN AN A P e
L T e N
LP \n/,\/\/\f\,\/\,\,,-r\r/\MMW\,w B S L N VU AU
RP AN AR A A 3 AT I N | N N A o
Lo /‘/ WV\WW’\)MMJV PN \‘J\ﬁ/\\« QN TN N e
CI fw My\,\/ WA AN N RN

St~ 89.9.30(64 B) AA—/\—L‘——L/-.49 1200095 B) e . 501006 (1 ¥ 75 B)

H3  AewEf CEF 1)

M‘\J’M ~ g AL *&M———-—MM
m. tibialis ant.
vl
tOmsec.

M4 EMG (E#Efi1) s51 2. 3
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®3 AMRS - vmEPgREE GER 1D

g |

] 2R |52 EER
S]ink: G
Galactocerebroside-8-1  0.09 1.66 1.09
galactosidase

Bif : mu moles/mg protein/hr

2 B ! OEER

Total 640 777+ 105

ikt

Hexosaminidase | 2 400 509 + 65
B 240 |

BifY : n moles/ml/hr

ThHol. B 1y Bk, HERIXK40Z
ELMRIRME A LR R LTehS, REHREERE
VAR, BRI AR R LT,
ARBELIUZOHROREE : BH, BTLT<
HEL, <SFOTRRTH o Lo, KED
H, F7TOLEDE, NIRRT, ¥
Efhs L s vERELLD, BRE
LTRL = &R%hotk. BEEY L 2EL2bl
D, BEBOEY TR e TR 1IHO L
B, R LT HEEL 22 TEBLETH O,
AT A A (Q9FEI0A) BEHIL I L7 DERAREF
Thote, £BTHAKEK, 30 ) LICERILT:
WA, AORERRELIED, FrEOEolRIb
Wi T AR A DR, g8 7 H¥EEE, 3
N OBEBINIET L, BETFRc % 3< it
D=, EB 9P HE, T2 200cc BT DI
TR B2 ET 2 X5l b, Kig, By
T h, F— FTHREVBBLC.
COEILIZEAEAREEIS A DR e,
Ksoz k<, £81»H, 1857 A, 1§l
7 BIkic iz TMBhe A Uic. fERBICEEH
BHRTHDE, R5RRTIEL, HEETE,
EEMAEE I AEL D Bzt 2T, L
RO BERHL ), TR AL X511
oot 11 » AEHICIIBEIEN Y & AN
bh, 152 7 AisEEs B ERcholk
P, THEEEBECHOM. 156 AEI v
RITHIR 2 U, BTl LAKGEE
HECTh ol = DO X DA R g

. ik I+
B 0 A e 9 13 36 925,17
R SEL
&, T 2
s, 5 e —

aREH QZZZL
e

&, R EOLD

B3 st > [ T B RSN
Ao
- E%
BT

T A Prcammn

BARIE (Ah¥E) 4 A 4 A

B5 mmke® (Ee1)

L, MBEESEIp MR, FRESEBAG, TRt
(LDRERA R o, RSN, e v A,
W& - 73 VARKSIER . B - SEHK
IR L e, A%10~117 HErp i
BREEITEL (PRELED D), BRI OH
BA iz, 6 7 AE L VEERKHT LEVE
TULTE R ERIT Linrole. 3, Bicxht
DB AR 2 ALY, FohA 0
ETEBERIEER 2 LT WHTERIrhT, &
®6.H A AERIIKEDSDE, F7TOLESE,
Wi Tis S BURT, Richin g L R L, B
ML, 1EERRs e, Nl TL kD
Kkt X s wieotent, LEio X 5w
PFBLZ LA BRC Dk, 1H3 HHEE
CEIBARBELCCH, P LAV BRI
{feot. o AdA®Ior A X b E Lo
A7 e —RERIERHED, 1ik4» AEE Cl
2L bR,

BEREME  PEH X V0HEBE LK
&, 4 TREAE 223608 THOMA, X6 it
TEK, BEB3I~4AHEI Y hEEN X
U, Wk 6 » ARAE 12+ 28D Lich, DI
L4+2~38D off@EMINA R L, 1llH Al
Wik14.5kg TH o fo, WEH 3 4 4 B T EHA
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¥

cm

1 +30°
+307 50 i%r(r
+200 | 0
+ 0 -0
0 —20

—30

-0
_20 401 .
_30 R ¥ 98 -

TR B PR
0 3 6 9 1215 18 21 248

) ISR N P | l 1
0 3 6 9 1215 18 21 245

Be mmAmR (EH 1)

L, s »BEO | PAEEIEA A2, 15
9% FMU 3 -7 200~ 400cc, 1HEE, Fa—7
HesEOtmE: | A0 600~ 650ce, F o —7 X

Y 400ccd I Ay, By, Hw Y —& L T80~
1004 = Y —/kg/ B 5 LT\ . —3F, HRIE,
RSO MR R L, FEEERBHEY L+
18D o#ghnERLic.

BB L : M3t o &, 2hs, £%6
B PR 3 A5 B SRR /)R 2 D, HEEARIRERS
SEWIH DavTiimole. DIk, Hl o %R
b, IERFERL, EAKE, METCb kY
DA, 1T » R RNEE C R I R B N
s U Rl Uiz,

B, BIRGEHS14E 2 H248 (1A A) BHE
T L. S CG.LDIBEEEhH,
HMIBRBABREDOTFETHS.

i 2 OROE (FRI49EI0H11HA) FRE

Wwiga» A, BR.

¥ B ERRE

REE : X7 rd 2L S MBIMESE T o,
MREORSE, e ZBRE B BEATHT LAZ
Wi, BB 2 ARG oF 2 . X (EFM4BE2 A
4 B4 BFERID 4 BRELRS ST THE, &TF
By 3,6008. W24 A, EH3ISH., #bh6h
BE. £%7H A, @Y » 1 ~r=7 OFEHiE 5
23, R E A X A ERALR D X Sl h,
By AR L3 T iz, 487 » B dssk
b - EEe gk, %8y AE, LR v EK
20, LERWE T RATELEN, Sd, S8
B, EEEASTREC S, X v IEHA0R & BB
LT, KERZZZ UHIMERE L VbR ED T %
B A Tuviz. 2ok, LEWBERERRIiEE 7o
b, 1S AHEL DT —FHBTHEB. Kz
decerebrate posture % L 0, SMEHACESRL 284 A
T BFEFR, IEREOROBBC L b, HERE
BThdEBRZNS.

BAE: PER X v 1 AEKER B, L THGE
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@

o g

47 16+ E;3 [r
BBt 20 18 W9 16
B

L1000I00 OHo

3529272521 18 1‘5

15 15 1 15 11

E-4

-1-2
H &t

a3

B
g

fEf12

R7 A EH2)

3,980 8, £r$&S50.5cm, FHF36cm, gPH36cm, Hid

HEE. BHE22A. LE V2 B, FHI»
A.

BBE : ERIEEEE LWL, £H4aHAEHI
EBHREES LY FHY bR ERUCHLET
Siieh, EEPEGCoORBEFAKSEERRYZE, M
HRE L2 S i, Fo, LEVCRHTFERSSE
{7eh, 1~2@BHEX HEHEE, i, BREHRL
BER DM . DB, ST LR B e hots
2, B, Bizbor. £ESHAHE, A 2% kL
W2 2 &5 15 RS, RERBITRTHD
o, £ 62 B, R TEAIY & 1~ =7 0FEH%
Sidte. WX VECIIL AL, £H8 H BEHX
DRt W BRI, Bo 3427 v = —ERE, REXAS
bh, £#9—104 A, 38.9~37.4°CORBNER D X
SHbhi=DT, FRbEEFL Uik L 2H Sh ik
O, #15RBM, ERGEREEI B, CoR
B AEOSECEA SR TV EBRIZB LTV,
Z OEEER, PUBITSZEINIE T b BB 0t
B, RERRRCIZ T LA Ch otz %14 A, B
DERF TN, BEL L ORH, HELEITEEL
WAL Lz, RSP DLR 2D ML E LY. RS
2, BERWLEEIh, MR, TANAE LTH
Hh 5o, 1gEE (504E108) meEREEEN T, |k
e X 03 TRTRBECHOR, 181 VAR, &
MEENIIER . BAEERS . 12y AR, EBut
ERED LI TROGEEILULABETLCE:, 31

Ve § 4 7 7 = —RFEER D, 13 2 A, #o
ERAREEE LY, COEHI I RE LA UER2—3E
FTHELRK DL, EBOPRELVHE, Ehdici
WTHIT 28 X 0 oE T 5 R AR IECEL, BERE
BIUOERPIZALRD X 5Cieok. chboRHEA
MERBEERLEVCHEER L, BERERLEL T2
o, BEFSISE2 H17H (134 A R) T 78, BEd
LeDBEARETHE, BLOER2—3EL bz L
TethF 7 2 —E, WERAESFGE., FETSR. &
g1, BREBRALE, Ub~HE222, ABEiolk. Kk
DB K8 I/R L.

£ 8 g =
R 0 3nf 6 9 = 3 A 6743
4, L2
BRI, o -
B, 1P a< 7T
iy o777
®
RE% -E% ) - N\ \
WIET
£ 9 (REFH9) 4
153554 a
FIRBUTEIR SfE aae.
FOWHA A

K8 mReE (E62)
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ABREFFTR ¢ (A% 8 kg (#7#:10.3kg) , BHMH43.2
cm (47.5cm), {A{R37.4°C. M i3 2 ByKIRR
THEEA D D, AHEAIT ARG Y oo Tw
7o, WR# 126/47, Hf - DBAIER. B0,
R4, BASTEINE A, FBIEEENL,
TFROL, AL THUARMEREEE . TUBI IR
TR X VB T FRITERE. WEgERR. K
SMPIEASE, Wi REHE. FEE (—). BREHIE
=B, 7 VAR, ZHEE, ZEGREVTHhY
W . HRRRET (—).

BERR  BACRT L —BERER 2D

x4 BRERR EHA2)

AR i GOT 20u
Hb 15.0g/dl GPT 8u
Ht 43.5% Worzsyo—n, 220mg/dl
RBC 509 x 10* CRP (—)
WBC 12400 ‘ ASLO 1:32>
Sy | Astrup (51. 2.19)
IFheREH 215 ‘ Capillary Artery
FTERER 3.5 pH 7.353 7.368
358324 1 PO, 56 104
;823 8 PCO, 35.5 38.5
Y v eER 60 BE —5.0 —2.8
R St bi 20.2 22.0
heE 1014 Actbi  19.0 21.6
pH 6~17 M8 (51.2.200  S4mg/dl
fe AL (=)
B () —(—) #aHE (51.2.20)
(2.1804) 1A 69. 5mg/d!
T b (-) W% 3/3(N:L=0:3)
vavey /,-45v E% GOT 6
thE E® GPT 3LTF
ML (51.2.18) LDH 27mu/ml
Kt At ¢ 6.6g/dl +HVEITI= (=)
A/G 1.2 Ja—n 800 mg/d}
43 i RpEr 7Y v
FTAT Y 54 IgA, IgM, IgG#iz 0
a-7erY)r 5 8B EE

a;- a7y 12
f-7a7yr 10
r-Za7Yyr 19

MEREra7Y Y (51.3.3)
IgA 208 (63+30)
IgM 246 (90 35)

urea N 16 mg/dl IgG 1360 (980 + 230)

Na 137mEq/L | 9. 27mg/dl

K 4.2 (9~16)

Cl 102.5 e 0.6 mg/dl

Ca 9.0mg/dl (0.3~0.6)

P 2.7 BR HagEs

LDH 134mu/ml | BN RELL

Tk R 12.4K-Au | FRY SR Er

CPK 125mu/mi NAEEE: S 11.5m/sec

#Beyarry 1.0mg/dl (41~62)
IR

75

PEETETTTTTT O TTTTRT R erT ety

T TOTTTTTTT e et ety
LF-LE WMV\M/W\/‘M
RF-RE TN NN SN A AN N e A AN NN o

LaT-LE B e U B e T . N

LAT-RE A AN Ao e e A At o e g o S o it e
LPT-LEnmin M A N A A
RPT-REASNL Nt A AP I et et A rimn Ay Aol P A,
LCLE vom i e PN LNAN NN A e N\ a ™
RERE ~mtnd ™\ _AAA Y\ o AN A Amr A
LP-LEAMAM U N\t AP A I AAAA NN Ao NP e
RP-RE o™ M PANAA rnd” MM A NS A AN N
LOLE_ A/ J\\M/W\/ﬁ\ww "
RO-RE Wiy /7Y S AN\ SNt o il

” . T1S6C. . .

9 RE (AR
E9 mim GEFI2)

hiehy, ZelgiyIIsSEIER . KRR - SE%kc
BEMARR . TSRS - BREIER. Astrup I
mEF Vb, KEREEY LTV 5RIL, Bk
TpH 7.368, PO, 104mmHg, PCO, 38.5mmHg,
BE- 2. 8 L EHEEHTHDOIH, EBRRRIEY &
ORAIERIE 2 bhi, BRF Vb, B
L TWinwE, —@ikic pH 7.297, PCO, 68
mmHg %#/RL7%z &b 550, FR, pH, PCO,
BEEGHECHER IR T W . RERERE ©
Astrup (3003 U BB &R S fnpote, BilTCA
< 1269.5mg/dl ¥ X O'80mg/dl ¥ #fn L, #%
ONBEIIR 2R L., MiFeEsr=7) it
IgG, M, A . HEREEE TH o
N, EPHREERELL] . 5misee XA LT
7o, BREERTF RIEN 9 & & BFEAS RN A R
U, JERFtE, AAEZ RS, EFERCCRER
aaibice. BREC/BE A AbRS. £$F T
DKEELEFE S BT, 545 A L%
HTRF LD &, BIRER, RERR LY
Krabbe #%E >, FMiEkAT galactocerebroside-g-
galactosidase FEMERFITE LI E 2 A, E6n &
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F5 IMEER GER2)
4 () 3 o 6 E? 12 15 18 423
111 1T4 1T6
BmER 7 g g
A A H
#® + +
5 | FEh + +
B EAE + + B
R | - - -
ZDH monotonous monotonous
+H H- +
?il.C.P ¢ soike l-c l-o
; requent spi r- r-o
FAE W : synchronous spgc ws r-p
| or sporadic
| independently single spike

x6 HBMmMMEREE GE@2)
. . avpk
B R R B aln
Gt oo broside- | 0.08 | 0.65 | 116 | L0~15

BAfY © mu moles/mg protein/hr

CEBRITEMKMEAY R Lk, 75¥ hexosaminidase
&M, arylsulfatase A JEMEIIIESRS Ch o7,
ABREER : X8 D= & NHAMERRI LA
B b o, BR, 7 v, RERNREY
Tieotz, LaLod X b s FieTh A
WRIDIEIeBh, FFaAhbhic, TR,
@ E¥, BV, LK Y& 2~3EL g
L, BEpma 1 —2 afkd 5. (1LEE~
10E),Q MR 4 — 5 FhRiE L apneustic £
ik (14 ERER BT 0SS, #9304 FiE), @
1D 2 —3WEFR3I—5E A b %
(1 RflcmED, o 38b h, MBI 10~30/
7 EEBIT B ot PRIH 1008088/5, mE
90mmHg, RALIIIEAALT, LRUEBM, TR
THBEENETH B2, R X a0k, W
FICBUE T, FoRR, MBMREA 2R L, BRI
PUBZ T L A T h o, ARZ3 K, &8
REBRRLIOTHHFF L OELELEZS,
FORHAFRIAERIN Lo DR T v - B
WL, ZAENFEE ST L, D e i aeig
P35 b LAY, FHE L. ABEE,

ST CThH O, RED I WEIIER S - —
T THEARS IOFEAERS L . LERI —
RFAYIC A-V block | T R& AR LIz, 4 Adf)ic
BEHREL S OWTHe., REOFHACLD
58 1 HBBzL7Y, 6 H24HIERE % XL
Fr- L.
5 =E

Krabber j5i5 (globoid cell leucodystrophy, infan-
tile type) (X RMEEERELERAE &T 5
RgER O BHHREaAESEEEEERER TH
% . FRESFEAC PR HEERIC globoid cell @
M, 770 7, BidEar s 150,

19704F, SARDPAARIEOIFIE, MK, MX Y
galactocerebroside-g-galactosidase o EEE/KIE %
FRR, P&, £ihe, XA G.LD. oz#is
WRE & 7eofe, BIEEE TR T 15061k o #
EONZ BB D, A TLL Matsuyama® 5, i
jj5) B , ﬁ% BB) s %Eﬂ [‘97) R WadaB) )“OB) s %é
LY OWMEER L ADOATHSD . AIECIERIZD
T Hagberg!® 5z X 5038 1L <, BT
{F7-. Hagberg BOZ2 AORIEBELFEERL,
FORFERMIER 1 ~9 P Abic b, F4
AR THOIE LTS, bhbho 2EF LD
A3 —4an A, ERAEL a0k & TRR
CRSE, FOH, LEWCERENS, 2vb
KL, BEELR LB WL, REC st
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#& 7 Hagberg = X 5 Krabbe’s infantile leuco-
dystrophy o g f i@

W1 E®3I~5HATRIK
FHEEBRENL T O, BT, Ko LTaEEZ
R, PUBEMEC S0, BREOEWBOMN LA S
AW D 5 B A pRIS S |
Ml ro AT s H B

W2 MiEE RO R IBITARY
FRCREH, PR R, BBSRALL, BSRIRME
&5,

IR, BREKIC 347 o —x A BEE), wEHTO
NAEH B,

[HRAT RN LT LIEA SN S,
BHREHBHIONDE LTS,
FIW I RMEEMNE - 3.

TR & DRI A REITN

AREEH L.

HRERIT T LAE T oMM,

HRALT Isbh, B, HEAENE
M, FRScHEE, TR, BB
HFRHE U, W FEBUE, shiBtEBEBEAI A & B &H
HARELTHITFOIA. REREET 5 5ek 0k
WG T, PO REY X LiEMLE
LAERLRT, SEBI1 D2 L A THRESR
DTG, FBEEREEO BN & AR ORI
DEL D, SRITRYEREE i B <h

D, BT EEREGESF T2 AN ELEBbR
5. FIERC BT HEFERIEET, 3LAET
NC LR TR oSS, skigiox 34 588
TR EOTE D, EAI1, 24k, EHOE
YEDRIRIER ThH DN, BT RICKIT D EERE
ZoWT, ETFRTOERCDOWTERHEL VS8
Hrdiswh, BEES g BT ENE,
TR LAERETHS L oWEPL 5%, b
N OER 1 k5 TONERF 2 A2 flE & Lo
MR X DECFEEE IR L.

AR TR, SR AE L o, R
FEREOET, WCE U ToMEE s
BRTRTH B, BRI AT ORINLHRAR X b
Z b i, Hagberg!® 51327 A D ATER IBH26 A
WL D B AE e ED, BY 1A
L, BiclEing ¥ L &b, #BEdiekits
BAWR T- AT L @ BEff s 85~ 355mg% T, 27A
I8 ADF L 100— 200mg% TH D& LT
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WA, FEG] 1 TR T 240mg/dl, K (1
%107 FiF) 8omg/dl, FEG] 2 1KMIOA T H D
7369.5, 80mg/dl L EnAk BRI, Iz AE L
D43 C Hagberg!® B3 ERROFh LIt
BWLT, 7TA7 31V, a7 v 7 ) v O HEHE
m, Fv sy, w7V, v-Ie7
) VAED BB X508, Mg o
AAEL Gy & o BT o\ TR S e bk
bhOFEG CORK I AL FEL, F20Z
AT 7 v ElE, TAT v IEERE
W, 7 r7 ) vHERENEZ X TH55, RAO
MFE AL FET -7 7 ) VBN % KL,
B D2 i ST & oy, LB oA
<, MBI AAE L B B TR I AT S
BT N7 3 BN, G-7e 7Y v, -
R 7 U R R BB T,
AMERCKEHRERE 234 bh b & LI RRE
E, ABFHCHER IR T B U0W | Sl
GEHEFEELOONLETLTL 2020 TH L
PIEREIR TR . AIERIRIC BT 5 RS EE
MR, BERET & AR & DBIEN: 1 o\ T,
Hagberg 510 (X stage 1 O# b, stage2 D31
DR2BFNIBEGHE T, WKk, SHIEE Tbh
D, Thbo 5% 4 FlicBie >t CREHEE
CEFEELRIE L, WTFhLELLETLT
W ERRT WD, BEELYoHEL4EK6
# g, Hagberg o> stage 1 ORI 4HLT
TRHEL, REWEE, GEEE X HETE T
peripheral neuropathy » B2 5 R*E2L T\
5. %Fl Dumn LW stage 1 3 CRIRE
BERCERERETME, BRHHE L L Tn
5. —F, #BE? boRg T, KoLk ?2
F10» A (38%5 » AET) Vw2 ThRBR
HIITTEER R L, KB EEBEEEE X, R
F#%, 35.7m/sec., FRGFFE46.5m/sec L 7o-D
Tw5. bivthbROES 1 Tt stage | TR
IEH, stage2 TR LA BRHITHE® R L, 1
11 AERFETIT e B & CRRSHIG A ET
T5%, HRIAFE DR Iens 2. EF2 1K
., BREHET LCwichlkirichol. 20
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i o> IE R R (R S, 11.5mftiec L {E TR

Lic., 2hboZ & BIRFHET, K, KEH
FGEGRE DR T AR ORPHERAER & 43 L
F—FH L Twisv. Tib b hiRPRE & R
HREPIRRZE & T LB T Lic v & & 2 HER
5. FRRREH stage | ~ 212y L A TTHE
THEERIA S B, TR IR E ORE
DTN, KIEMRRA T LA LTV
W R THE U, R RIS FEERA b
T L TL S DR EEREET, BRS
EBTrxiTdorlBbhs.

BT R G, G.L.D 4R FTR k7
2 SR DTG U CTOELL S R, T
EETHDH, LEWIEREEOGIE{L, spindle
DMK, BEO HE, XL L@, SHEAK
WESEABEIhTWS. BRI Tiedge » A
iy, HBEROIENF, BEHREML, GREEMICH
Treml, DBRSESBYRD, ££105 AR
IOWERD $ 4 7 o= —KERIEMITED, 1
AP AETHCE, 187 7 BEOREI L
AEBMEL, BEINELTWE. 20X
Kz LA, BUOWRAREYBZ Lrikvig
B tEr g rotcd o L Bbh 3., fER2
TREHS PARI VR VER (47 r =
—R1E, RIRNHEL, 48115 AR O TiH

HFP O, SRR I S IR R v g S

BRERL, o, BESCIBBEHEL, dtuh
AR 15T 8 CThra bk, KR ©
CRERRERG, BFEN, EEMLARL. BIRHE
BB LTE Y, 61 LRBERBEIEL bR
fo.

& F TOWER & LN, bhbhofERicis
T, Fie BER 1 w313 5 BEHRG, SEFI 2 DS
TAHARBAEREETH S . FEH 2 T2 TR
#H, & HEECERch o, EB4 AR
RN ERIMMNFE E 2 DR, 184 9 A%
Mk ske T. BAF S /NE < —2.58D THOL,
EebfER S B a0, e R By, ¥ -0EA.
%E;ﬂ\:p:d\wcé Z)ﬁ%ﬁ;%\/ \5)8)12>20) . Krabbe ﬁ;‘
HEF O T JEREE 7R LI FEBI 1 Jacob!® o

Malone!” L D#itEw 25 1T ¥ 3, FHl 7n i
#ixiou. REG L X AR 3 v BLIRGENEN
K&, LUTH+2SD o JE#ERE ¥ VT W
5., BROBRY » Y — 380~ 100cal/kg/H TH
D, BE SRy, R BIR O R ERE R
FRAONRT, BROWSPUWENIRFCTHEE
OB IO, FETREE T4, ffigw <
D2 LTUBABR LTWBRE2HET, +
25D OIBRREENFE L T\ D 2 &1, i df
BERTEREIES2, MU 50Tk
>, Krabbe i is\ CREBPICAHBIRER 2% &
WHIBZE IR L OWRE 35 & Hicbigh o
7=. Ellis B¥3 BRIR2HIL Ao REEBIE o i
periodic breathing %Rt #E LTCWv 5. —
BV ARHAIER A 273 BE & LT RS ©
k- TRERZE, RHESE, i, OFEE, PR
WIRFRMOEE, TVWhABRERDIFOhS. i
Bl 2 ORFHFRIEIEL 1 5% 3 » AlF X DIECH
(187 A) FTHEDOEIDOTLHIZEAL
HHBZEIh, Es—gobo Tt B
R OifiEE R, Abifh, bhb i SERER
DIDFEER T, FREF2RG[ {707,
Lo LR T v F N That e <, KaBEPAZED IR
LB AE, 2y Astrup T pH, PO;, PCO,.
MIEE TH AR b AR AR IR Lo 2hr 4 8
BINhle. LEMEEY DR 75 72 KETL
L2k D T, TAPAEEPRREELEE L2
7z\>. Smalbout!® |3 FRHBIE ORI, BRRES
XD IEREE o R EREE R 2N R
LTk D, RIKE . EF 2 BT 2FHH
kT, @ ¥T, BV, LR DR 2—30
Oz L, BRICENRS 1 —20FKET5. @
BRI % apneustic PR, @ 1470
5% 2 —3FEIER 3 —5EO=20MNH5.
AL Th B TH~EHOEEIRE I
5. FBRRCHEETEENS2EIVADh:
Lk, ok 5 REREEEOFREMN LR < B
BD. XLEALBETE, EfOREE L\WvwWwo T
b, XYLV BEEOREFIR i il
by, MBS VI, BT L AERK
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# 8 Scheme in the assessment of central respira-
tory disorders'®

posthyperventilation apnoea : bilateral hemispheric dysfunc-
tion

periodic respiration(Cheyne-Stokes) : bilateral hemispheric
dysfunction + diencephalic disorder

heaving respiration : transition form of periodic respiration

central neurogenic hyperventilation : lesion in the rostral
portion of the tegmentum pontis extending to the mese-
ncephalon

machine- like regular respiration : mesencephalic lesion

apneusis : bilateral lesion of the pons at the level of the
trigeminal motor nucleus

couplet periodic breathing, cluster breathing : low pontine
and high medullary lesions

bradypnoea : an unspecific stem symptom. usually encou-
ntered in supratentorial pressure increase

sighing respiration

irregular nespiration} low medullary dysfunction

atactic respiration

gasping respiration : often agonal, almost complete loss
of medullary centres

apnoea : complete loss of medullary centres

ERR ERMESERE LV LTEEL T

LB,

EADE  ABT O, R —EHRIERRE
LR, FLIBHNC R LEIGRITH 2§
PR AR B, BIFBAER & U Tk, @K
PEULEB) R TR & O EEMSREDRITERD L,
HESBTRBRICHB T 2 MEEr EERE L T3
¥ leucodystrophy &, BT, WA, B
EEESOMERTRKF L, # i, RFER 2R
BT 2WKAE L FERE LT % 5 (neuronal
disease) LR X I N B, & 9 HITHIFE
R D EMEREREYBTS. bhibho 26
EBEK3—4 0 A BRURNE, BEETRKL
T\ 5 DT, leucodystrophy DFZ A 5. BERT
RCEWR I AEL om0, REFTRIZ2H
LRI MEERO LY R L, FFRERL,
SRR 7: <, EEPRAYW Krabbe {26, B
[iERe galactocerebroside-g-galactosidase {51
EC X DZWREE L. ols, HREREERE
O F UBEEXR, BREENFRZEL T
Th, RFEE, BRKER, BESRRLEER
D & 4 7% 3 2B (metachromatic leucodystro-
phy, G.L.D. ), FEZERBO—FIRE DT
4 A UREIRPT R A R38R E (GM,-gangliosidosis),

79

F9 ARMcRBET»EaMEMER

I. degenerations of cerebral gray matter
A. neurovisceral storage diseases
GM, gangliosidosis (typel, type2)
GM, gangliosidosis (Tay-Sachs$s, Sandhoff 15)
Gaucherf%s (infantile form)
Niemann- Pick#% (classic form)
I celli®
lipomucopolysaccharidosis
Farber % (lipogranulomatosis)
fucosidosis
mannosidosis
Hurler %
neuronal ceroid lipofuscinosis
(Bielschowsky - Jansky &)
Pompe &
B. degeneratious of gray matter without neur-
onal storage
Alpers %
Leighii
kinky hair disease
infantile neuroaxonal dystrophy
I. degnerative disorders of cerebral white matter
A. leucodystropby
Canavan
Alexander %2 (infantile type)
Pelizaeus Merzbacher %% (classical form)
globoid cell leucodystrophy (infantile type)
metachromatic leucodystrophy (infantile type)
B. demyelinating diseases

SRERRRT B3R U C & RmEERs, BKFTROR
B % o HA (Alexander V&) 7 &%
£ THhH%5. G.L.D. |z (¥ infantile onset (Krabbe
JR) &late onsetp g % . late onset®® |3 infantile
onset [T LIRS 2 — 55k & B, TRIE
W% QXEIEELRL, RERR TR
AEL, FHEHREEEEICIER CH D adre-
noleucodystrophy & DERAFT 2 |

o &

1. 48 A fiEk galactocerebroside-R-galacto-
sidase{f 4 JIE UKrabbe JH 2y Lic 2 4 (&
%37 A EBOEE TR L6 7 Horf—2
Wia B CHERR—, LD ABE T L, k4
HAEEOEECRR LI 1E4 7 BOBR) ©
DEHFRE L.

2. 5FTOBEFNCHEAT LT, 1
DR, G 2 ORI 31T BARAER OFFE
ThYH, ThoOERY FRMEROEERC L%
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L EHERI L.

3. KIER BT HEIKIER & LT, gk, B
R4t BREMRE UCHIKCAE S, BB, RS
MRZEREZ DA OV TR, BETOBE
iz iz,

TR ISHEG 1 vk, PHAISI4E 3 A13H, & 267EIAANE
BEERFH & TREA LY O L.
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