(TIEEZ 68, 195~199, 1992]

CEgl) Hirschsprung ty‘aﬂéktlﬂﬂ:ﬁ!# E@{EET@’%F et

HPFU T neurocmstopathy D 2 r )

= B % BB KR A @E B
M0 BT W Mm% kT om W

(512524E4H16E1F“7'ﬁ SER A4S A 7E1 )

= 5

Hirschsprung 3 & 2 RAE RIS RSEER (CCHS, # U5 4 —X0OBW) % & 4
L7z neurocristopathy @ 2 JE % %E%LT:O JEF 1 &i‘Fﬁ;%*H;,;i T long segment aganglio-
nosis #HT3BWT, EH 2 ZEMREHES SRIER S CoOHMA Hirschsprung K&
T2uERTHZ, FELVEERI VERRICESF7 7 — EXRRRT A MIEE Y, €O
B OFEED S IR IRE IR E I SAE BB & ZWr S vz, Hirschsprung JROMIAN % 44 6
B 6 WAL, WREEERTH S, IR % D L35 ATHEIC & 2 R EE A
G b, BIEREGI 1S, BH 29 B HIRB, HREE S BARTRELSE O ER T
WS IR ERER 2 3 LT, 20 ‘9 ) erschsprung J“EAQFLK%VDWSW, Hi-
rschsprung JREEBIEERTH S

chronic 1d10path1( intestinal pseudoobstructxon syndrome

(CIIPS) 2ABtL72b 0 16l o7z,

Key words :

syndrome

BRiE—E : CCHS: congemtal central hypoveritilation syndrome CIIPS

Neurocristopathy, Hirschsprung’s disease, Congenital central hypoventilation

“chronic idiopa-

thic intestinal pseudoobstruction syndrome

I. #

19744 Bolande X, neural crest cell OIEERE T
BET 3 & &L S 0EE % neurocristopathy &
WHBERTE L O, 208, ZOMKITETILEX
bhBEBEE A LICERAOREF,ERLN, RKIEEHA
DHA EZP“C“?‘:\/‘%%,%% neurocristopathy D52 S
59X THBINLTYS,

Hirschsprung ¥ & % 3% 8 5 % o it 1 (K M RUE Rt
(congenital central hypoventilation syndrome PIT
CCHS) n&ptb%n—o>7T, Z0HEFNHA sh
5. bbb RO 2EAZRRL 20 TRET 5.

i

* 3RS R B VAN R

n &

R 12 NORK, 7%, B

5 - iR, PEECR, MRERREE.

FHRIE : i EE R Lo

SEURIE « BB ORI TRRAIAAR.

BE RIS « 7EIR39 2 H, 2,602g I THAEL T, Ap-
gar score [ 1457 4 S d o Tr, AR 10REIE X v iy
MENERE, MEEORAS 2358 b AT, HIIEIPRE 134 1% 205 fH]
BTHoTe, WREE S RHRAIT, RIRE £k D EIPRR
VEDSBZ& L, £ 2HHEIc pH 7.130, PaCO: 86.6,
BE -4.1 LI ¥ K—3 2 3380 b le b [EN
BE D05 2 NIMEB S hi, EEEWMAERT, B
MR X RE b, SimgEiEy, B (M1-A) - B

Kaoru YOSHINO, Hideyo TAKAHASHI, Naomi OHNUMA, Masahiro TANABE, Hideo YOSHIDA
“and Jun IWAI: Two Cases of Neurocristopathy and the Review of ‘the Japanese Literature.
Department of Pediatric Surgery,. School of Medicine, Chiba University, Chiba 260.

Received April 16, 1992. Accepted May 7, 1992.



196 = %

A

1. HROIOEBRER G

JEERE AR T T TSR £ T long segment aganglio-
nosis LBWrshic, HEH 50% BEFET D HREME T
BWERIBITRE LT hs, MEHER L5 - BEER &0
HERRE CRWEST, £% 9 B BiIcYfl~EpL

B AT R A TALFE RN & 1T L7, #itk B PR
BFFL, ATRERASEEE o, BERRICIZ H MR T
FHBR e B LN, HEREFHCIIRAIC PaCO: 28
LR 21bRETERP o, WHXBRERE - LEM
cRERE - [REXER - CT R EDHEKRE R
I BE WD, Mellins 590 CCHS 03Wik#ED
5% 3IHBEEL, CCHS LmeE2ZWanl, £%
2 7 YR X Y HEERFIC AR ERH> & OBERLASFIRE & 72
v, &8 W ARFCKETIRRMN & M7 L 7o tk, BERERZ
LT3 NDHREEP RSN A 74V, &
Tz v, FXF7 7075 EOHRRRIEAIOVTIVLE
WRIRIEZ YE LR D > T2, 5 BB O EIRE AR EED
FHRMEIC BT LI R 5 LRI PaCO: 23k
FUATWERELEL L, FIEOFLEICLY, 6
Bz Duhamel-GIA iz X % Hirschsprung JRARIGHT,
AT TS hiz, 8BOoBERRMN BEE
RRICEFELTE Y, RERERT, OOBMBEHEE

R, BEREXRORBICD Y, £3~4E0%

PEEER IR H OATIREEEZ BT 50, @ IIRE

D H FiOz 0.25 IMV 30/45y D4t T A TIREREHR L C
V3,

EF 2 AOFO, 14 H, &R,

T FrAERIRIE, MRS, PR,

KIERE - RPLCERER, HEMRRBE © BE »
Yo

FEURAE - BEESIEIRTTEE (BE, BEAR) ICTESS
% PR

BEERFRIE : 7ERR408E 2 H, 2,912g I THAEL 72, Ap-
gar score 143 5D~ R 7 TOMBEREIZ X Y E
EEhiz, BEMERIIRHERCEREREES & 5 h,
pH 6.987, PaCO: 67.2, BE -17.8 B EE QMM T v K
—VABRD LD, [RENEED O X NINRE
BEhl, %6 AREZRA2D b, KEREIER I
BLEBRBT AMEL R okl CHEF SN, B
FERLBEEEEHS LTL %L PaCO: B EHRT3
RIEZVIEL, MEERCIIESICATIEERRICFAL
T, BafhR i<, P XHRER - DEX - HE
B - 55 CT - B2 E0RE LREFTRERD b
brole, BALEERIE S RETRAOhE o
DSPEIRFFIZIZ hypotonia #FBW I AERIZAKE Shiz
B, ZO®RGERFHEFER S, MBLWLIE5Z
LIcX Y HREEREZRORETH o7, EHI2AELY



Hirschsprung J&% & 45K M AR MR RS SO IR 2 AP L 7c neurocristopathy @ 2 JEH] 197

#hxlc PaCO: A FH L, £#37HHICHHREIh,
DlEo®EL v Mellins HOZEEEED S L 3HAR
W7z L, CCHS llranic, BEIRFRHEMRICH LT
K %475 AOREIREE, BOBRE1RRLONIHPE
HTholo

MYV ERMERTh o7, EB20HE X Y EHE
WAL, EEHXRE cBET2£<, CRP L
HAL LTz DB RO ZW TR S e, £ 0% b IEHIE
WIEEL, BB XABEoay br— L ERLEEL
oo HE#%530 BRI ICE L T YR s,
B (K1-B) - EBALFRNERE - EBFEAERICTS
IREER % T rectosigmoid Hirschsprung J% & 22l &
iz, £ 4 7 A B KEWRMSETE N, £l
RfEYERIC X B EHESE O, £#60 H HiZ Duhamel-
GIA iz k% Hirschsprung JRHIEH S EIT S iz,
9 AOBEREIEAT, ART S L ARG EE
L FiO: 0.25 IMV 30/43 D4 T AT EEL T
%,

L. % =

BoAE LI SRR O — B D> HTERL S D neural crest
cell 13, WEHTFBEV - I+ X - XREE, Fhae
WRAEAR, B (RIBHE, W, O - Bl
- RS REMRES ¥, v aU Ui, Bk, VYU
FIEmia, R X OMEER ORER EiealbT s,
#ub neural crest cell OBH) - 4k - FiEORFICE
H3 2Lz bnsERIZEBL, 19744F Bolande 7%
Hirschsprung J5=>, #HESFEIZ L 200 BFIER
B - JEEBES neurocristopathy O#EETLH 252 L
PEELEY, ZhicBT35EBE AT 2 ERAOEE
B, REEEROHALNTRVEREEHT S5 2 THEH
EhTvd,

IR EBRSESES (¥ Ondine OHLY)
XREIRER IR T B IEBR, EIPRERELE LTS, B
SEMERE I3 RER H R OETEIC KT 5 IR AR D K
HERETLTRY, RERQIEESER R EORME
BRI B Y RS R S 5 Y, EIRERICIZANE D
OB RL b pERFER T LHE S L T
3, MICEED 2 AER > CIPREEL BT 55K ME
nbo (CCHS) &, MK, ME, FinLotkickr
3 RMIEREEC LB REO D A H Y, CCHS
1319744F Mellins HAFDTHRE Lz, DI, a) F
7 —EREEEPL A bR B, b) REBELM - E
5 - AEAREBARA S NG, o) BRET A ME - K
BEMESHEERIc I VFHcKE SRS, ) m

H - BB O PCO: - AFEA A VRED EFIT L2 db
57, MIERKERTS, e) COMAIKHT DI
FIEMETLTYWS, &5 51EHE% CCHS okt
LTHEL TS, CCHS OAEIIRIZRIFIES, 1978
4 Hadded 5973 Hirschspeung wE AL 7c CCHS
FEF & 4 UcPlsk, CCHS 1, neurocristopathy (Z
Bt a—yB L S, neural crest cell [ZHRT B
0% PR o SRR o B SRR L HE ST D,

AR TR NETICHRA 0 24 2 & » TI18H| O
CCHSH#i&xh<Tky (1), ZdH b Hirschspru-
ng WEAHL TOIIERL 86 (45%) HoTc, Eic
o> 1 )¢z Hirschsprung JREBRBO—D THD
chronic idiopathic intestinal pseudoobstruction synd-
rome (CIIPS) #&HEL Tz, BRKEDL00HIT @
CCHS 0413 #30%ic Hirschsprung & APEL
T2, CIPS o#fidAibhiirolz, CIIPS @
WRERIXEZ Lo TRV, [RIEROERIZRE 3N
P+ CIIPS % neurocristopathy DREED S Z DIR
HELrbz9%,

CCHS ¢ Hirschsprung JEDABHEFOFEME &K 2
R LT, BEBREFITIIE AR TH DY, BROH
Efle ZET S L BN 2 - 1 L BRI, B
REBEOHEITERE L ITIRBETLOPERS,
B 2 13 SIRIERE & T Ay Hirschsprung J8 T,
o TR TR LB LTS > 7o, JREHHE
BUWEAIZRCEO#ME LRk T d 5. Hirschsprung
ORI 5, EARREIRE O HH ORI T
BRLEMFERL DS Z L ERBSHTE D2 neurocristo-
pathy (ZBT A0 EBOBEEL—BT 5%,

Fkko CCHS & Hirschsprung 38§ D& HEF OBE
BRI ER RS IHEIC X 2L RO EHREN L
25, HE S OEFIEHRERIEDL 2 {, EEFFREH
TREDHAALIFREHEESL TS, HRAIZIZ X1
Bich bRy, HREI1GBEES KLY, HERY
DIEBFNEICEET 2 L %2 bh 3 BEOBHREE
ERHLND S, ALHREHIREORALR > TE
Y, TRICEEFFICEFEL T3, RIEORE» HTE
EMRETETETAROEE Th BN, FHIRHIEEIHE
B R— v V7 EORREPREREREB oA
BIE, BHAEREH CREEMREELTLD X 02
PRETHA I,

Iv. # B

Hirschsprung % & CCHS %&86FL 7z 2 FEFI % R
L, AHOREOBEFL £ L iz, neural crest cell



198 & % E il
# 1. CCHS oAmp#s®
= gy ) Hirschsprung ¥% 44
No. # # & fk DA T *%
1. Yon® (1978) vy 75 L 1 GRRE3EL -
2. & H® (1984) g 75 L 4 BT
3.5 @\° (1985) s Ad L 1 mBET
4. /v (1985) — 7z L SRR CEE
5. ¥ H® (1985) 5B 7z L 2 HBET
6. [ HP (1985) @ 7% L S B4
7. & HO (1985) 5 P L —
8. A& FHw (1990) & 7z L 1 BT
9. BRI (1991) 3B 7z L 2R AERE
10. & #® (1990) = CIIPS &6 117 AT
11, & mw (1985) B extensive 7 R AT
12. H1® (1986) % total colon 5 mEETE
13. & H® (1987) = total colon 5 g AT
4. £ gD (1987) B total colon 1 LT
15. = Rw® (1990) «© total colon S m AT
16. i E® (1991) 5B extensive 2B AETR
17. BB 1 B long segment 8 mAERFP
18. "2 = recto sigmoid 9% BERFF
# 2. Hirschsprung j§ & CCHS & f 7 o A 3R 3 45 f
J e TR R s W R o 2
No. ##% | BEomE | A "% E A T #®
L. & H B z= 5 1 =B RKEOHEBALHRS 7R ETE
2. B % £ % B 5 ik REOHATHS SRR AETE
3. #® H &% £ & M 1 % RH OB TEEATHRR S IR AT
4. B B 5 & ¥ B AT % F REOHXATHRK 1 3T
5. 2 R = £ &% B 1 = REOAATHSR SRR AET
6. W 5 z= % ED MRBATHESR 2R AR
7. BEBHA 3 T 175 6 % HEoAATLHESR SBAESY
8. % S K& B 6 # A BTEOAATHR 9% HERFH
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SUMMARY

Two cases of neurocristopathy are reported.
One patient was a female with classical Hirsch-
sprung’s disease and the ‘other was a male with
long segment agangliongsjs. Both demonstrated

insufficient respiration after birth and were diag-
nosed as congenital central hypoventilation
syndrome (CCHS, Ondine’s curse). Postopera-
tive courses of the Hirschsprung’s diease were
uneventful and they were maintained under me-
chanical ventilation during sleep. They are nine
months and eight years of age now respectively.
Eighteen reported infants of CCHS including
nine cases combined with Hirschsprung’ s disease
are reviewed.
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