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Treatment strategy for isolated hypoganglionosis and

the results of examination
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Isolated hypoganglionosis is a very rare disease with poor prognosis. This disease generally present
in the newborn period with delayed passage of meconium and abdominal distention. Because the
clinical course of this disease is similar to that of Hirschsprung’s disease, the patients with this disease
have mainly been treated like those with Hirschsprung’s disease. However, to manage this disease
successfully, the patients should undergo upper jejunostomy during the neonatal period. The
habilitation of the distal intestines is also important for achieving long-term survival. We have treated 3
cases with this strategy all of which have shown a good course. However, 3 cases treated with another
strategy failed to achieve habilitation of the distal intestines and experienced various troubles.
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Hypoganglionosis (4%E) X, BT 2 XTIV
7% (HD) FixB LIFEN 2 EEED S Ho D
EOTH5H. HD FRHEEIL, £ 3HARNICE
RN, MR, HEGR PR 2 & CREE LN LA EE)
AaE% K T, HIREASHD EHP L T 525,
A B RE AR AR T 5 T, HD &I1EIX
B &N %, HD ks B, Mo REIC L 5
TV OPORBEEHEATEY, 209 B THRRHE
AN DI DA 75 98D 2 TR0 B b DWAFETDH 5 V.
WK BT, “hypoganglionosis” & v 9 HIEE 1
HD @9 & T WA EiH L o 5L 2> & 1E A
OO BITHORWHELEZZ 5N TBHED,

A 13 “isolated hypoganglionosis” & Bl OB L 723
BTHHZ & Zifil LTHRL TWwa2, FAEIS
BUOTHIREFBUIIEF A%, BAGEEOHI
PEIZ X B F%E Tl ERRA Z 17\, 2000 4E 20 5
2009 FEDRIZ 100 BlH X V), BEshlZ &0 TH 120
BlEH, LHEINTNE.

AIENE, FREOMALHD LEMLTBY, F/-
FEICENLHEB TR S L ORBOERFIZ LW
729, %I HD ICHCBHRTEPITDORTE
7. $hbb, #FHAERBIZIX caliber change D 2%
SN B OIIMTATILM Z/ER L, % H pull
through 2179 &£\ 9) bDTH 5. AJ%E Tl caliber
change DD LN L ERMITFEF T EIZEHETHTH
D, ZLENBICEOSNE. 070, HEIZA
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THLMDMER END Z DL VL) TH DA, ZD
WG CIREAL & 2 B 2 ED% L, S5
WCHERESNL I LRI EDLVE)THAH.
AETIE, B TORIEDHE B LS E, RO
5ZDOWH SR> THEE T 72 LREB L, B
D7 s I)VTHEEEL 72 1IEBI O IR & 3%
MR T 5.

II HEETOXREDBESEH

1) mERBEEBMTRD SN, EEEERETA
fiE D L <134 R HD 2358t b e 5 fE 6] T B
JEFM 2479 . AKE TINS5 A
—ERT, K OAEETIIARE & HD 385 T
XD, F 72, AE TR ORI - klE
TRIZBFATFLaYy vy AT 5 — Ykt
MMEDOB A RBISRTE R VW EDNL WY, X512
EAENGT HD THRBENO 7 v F v a) Y2 X
75 — LEHED AL N2 DB B O
9, HEBRRARK T HD & AR O 8 52 W I
MTdh 5.

2) SRR CRBAEREAT) . ARRETI % (2
R, AR ORI L 72 BAER AR Sk
FIUEARIED W REVEDSE V. Treitz #4575 5 50
cm FEPE DAL C A fg A 2 47 FieE AT A SRR
B H NI, AAE EARICHE LTI O T
HWER DB E R T 5. Mih A TR
NEDMEREZW 2 MEET 52 L RIEFICHELD
T, BEETELZT0EST VWL HICTSH
19C, WIS OMERAL T OEMILEET 5.

3) FhLZeME A T B 2 & TR gERRE
XY/ TE L. FEEkEE (PN) Z8HTDH
A, FROERUIEGE D S kA 50 g/kg/day
DMIC 2 BEICIEAHBIICEREES. BHEo
BEMNC I, B OB 2540 & kL) 5 72 D 7E
AZATD. PO TV I USRI L, B
REHNE VN F T 4 v 7 ATBATT 5.

4) JLMANGE OEBF R L0 H, 4K 2
2 H % HEE W] fE T dH X 22 % Bishop-
Koop RICEHT 5. Z ORI OLRMEORE
REVER L, s BE N RR T I o0 42 C o fi
WAL, 2> bo— VEsl & i LTS
DRI %S o TR LHEEZHT 59,

5) WEZHL, B S OPEoEE N LT
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K726, BHEISOPRERIGZRAL, WHT
HIHEHEZFHMT L. ZoOREICRE, PN
5 BEBL T RE 2B D T < 5.

6) il OMBNR T X 0w EE A m S5
T D720, Z2BBELER OISR D O bils (X
Thb. 6L HZZ LTI EERZ 179
7o IEEZ VR T 5. O FAR RS AR
TOICHEYBREITDRVDIZZ D7D TH S.

WA, UPRECTHBEEZIToTARET6HTHS. L
ORI N > THEE T SRFEZ T 72
JEFIE 3B GERI 1, 2, 3) T, MBe oG
WREICHRRE & 7 ) BTG HE & 7 o TERNE 3 B GE
B4, 5, 6) ThHb. Y TOHRWHEIIEST22
B A2 PHSE L PN 25 BEFRL L CTB Y GER 1,
2), 50 @ 1 HNIBHED O T REVEIZ & VAR A
DFi % T Bishop-Koop ROWEZ M LTH Y, PN
e CTdh 5 GEB 3). ke THIIIN T4 % fidT L
72 3B 1 B, JA3E HD ICHE U7z ST
B, Treitz Wi 5 5 75 ecm @ 47 A% Duhamel-
Ikeda % T pull through SN TWw5%. & 5|2 Treitz
B 5 50 em DFALICAER Sy F23H Y, Z D
PEAZIRE & PR S F 2 — TV LT A GiE
Bl 4). 2 BE, WHRGHEREZEEED S I~ D
AZ T T o izlz, BHESA 2 SEE
THEM LEREE 20, URtRER S,
Kl b EEEREAMK T LT A 720, 1 BNE ATHS
W\ MEAT 1k e s ) o0 Bt 2 V. el 5) L, 141
IRATHRE I IS N TRLP 2 AR L T 2 A3 P oo &
W13 24 LALLM PHSED O L1337 o T vy (i
Bl 6). 3HILHREITEMOHZZT TV,
PN 2 LT & T wn

1 JEGIFRE

W EETHRGBBIS L TV RREFIIOWT, KK
EHBERETOMANT R 2R 5.

1. fEFIA
AV 5 B BEDRIH TSR - TR Z 1T o 72
FEBI T 5.
Atk 1 H A2 BB RS %0, Ek2H
WCHIE 2 %5 L7z, S OR R TIT o 7o lE Esg i
Thb. BEHBHAMGETIZ/NED S K £ TOEME
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Fig. 1 Hypoganglionosis FEBIN4% 2 HEDERBEMEE (a) &EBEETR
= (b)
a: /NEPSKREETIE
b: KB 5 %7 caliber change #2072\, F 72, MNGHICDILRZ D 5.

BRSO Nz, SR TIEH S 22 %
caliber change Z#2 %h -7z (Fig. 1). HEEHRE
M EITo 72705, TXFNay v A7 5 —Yitk
PRME DA %2 BT, AJiE 2 FEV YU BEIHRRE & 72 o
7z, MPEICHRFBEFL, Treitz #9455 & 50 cm DAL
Zel it 2 Ve L 72,

ZEWEER R, A L ZAERDSYGE L7720, il
HB2HHEY, PEOKG»SBROBIEZRIEL
7o, Witk 14 HH, A b—=<0DRIPEEL/ZD,
Ze s S KB R 2 EA L, B OIRE L Bl
2 Lf’ AR 3 WA EE DR IR LA %

, TERAIDHENG E CTHEATWD 2 L 2R L7
(Hg@.p®%,§%%#%@Ek%%%Lt

RECTHEEL 2 g U 7228, 22l & o PRI N
LTLEH 79D, 0.6kcal/ml DT T—)L®15ml %
1HS8HXDEMESESLZ LA TH- 7.
% 4 " H DT, 22l % Bishop-Koop F 2 H
L7z, ZoORICERTEORE OBREZRIL, B
2R oo fh Rk Ml o M K 2 W LT
hypoganglionosis @ fiff & #Z Wr & L 7z, 22k %
Bishop-Koop S ICEH L 722 & TA b — <MDK
AU Z NS S5 2 L5 TH - 7.

HLF RIS ST 5 122N T, BEh S oFk
B L CE 720, 3 RIS % B L 72,
Bishop-Koop 2o 38 % PSR IE i 1247 o 7= TE M 52
WAL, BEONLMANC tubing LK MO 52 #
REALZZOBH, AL 3 REFEFREE O I HE R HH
FHEZHoC L, SEHIsHhE TEATHWLZ LR

EFEREPIRL TV 5.

MRS %, Zelpiiiak it & i L, &b omEss
WETH S (Fig. 3). BRI, PN 2@ L T
BEWL S 5 2 AT &z BUE, il & BRI IR
EChHE T+ a—hTh b,

FEBI 5

flibe CRIMER T 720, YEEicizkbi s 2o
~BTH 5.

A1 H2 O, Bzl FAMerI
T4 VEE R ERET L CRMEE R Twas,
L %\ 728 Hilit 18 T Treitz #4i5 2> & 85 cm D #R
WIS L7z, S ORI TR &2 L7,
I HEDREREAR LD ) 4 Ly ZFEIRDEFH S e v
72, Hili 47 T Treitz #8552 5 35 cm DI
AR FLERE L7z, A 18 2 H R Y BEIClinbE & 7 o
72, UBEICHRRE T 5 T, BHEORLMNIE AT
TWirho 7z,

Y pehinbets, B NP o VR A % fET L 72
LZh, BEITMEM L TREETH-72. Lo
L, 3 IRpfH] % o I AL G 3 CHisg A PRI S T
W7z (Fig. 4) Z&h5, EAZYUBEOMERBY 4
wENORG L.

HEAZITVIEEOINEY 7= a Y &fTo>TW»
7205 WARERMINSEL LG EZT I SEIT20
2% 6 AR IS 2T o728 25, Wl
A5 100 cm FEEE DAL T - W LI EILEA LD
b7z (Fig. 5a) 728, FLF— Y HMIZZF DR
B4 C Santulli OBHEZER L7z, 2K DG
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Fig. 2 ZGE(FR 14 B (%27 B) CEITL A, ZEEL SIIFIRIOZRERE
FIRE
a @ ZEBNEICIMIANC tubing U CREBEZRAT ). S ORE, 3 CITROERIIFLG
LTwa7%, AOEEOIEREIHO ON BN E bR L TV 2.
b LMW OEEIC SRR ST, IREEEIED 5N 5.
¢ EIEANEA 3 IFH 2 OB A G, AT & A SRIEICRITL T
Wh. MBI EEMICHEEILZ L WEER 5N,

Fig. 3 3 &EF& T Bishop-Koop FEH 5 IIFRIOEBERIEE
atBERUM LD 2R ) RV ENRONL. FHAREICI 5 0D
N2 EEIEREE S v,
b : 3 BB OEIHAGE, EEAMDITE A LIIEBICBITLTwA. D
L EART, RBHEIAL 2D EEL TV D, RIEPNI G O A THEHLL
TV AMESL DR IZERD 7w,
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Fig. 4 YRkt (18 »AEF) (CHITL A, ZBED SIIFIR OB EHEE
a: ZERBEAL MM tubing L CEM 21T . BB SR REETH 5.
b JEMMI OB IR A S T RIETDH 4%, IREREENITFRD 5
nxn.
¢ MEHITEA 3 REM B OMEIREAG E, &R T 2L NEITERE LT
WABH, KEBICRBIT L0l shTwn s,

Fig. 5 #Efl 5 OIFAFDEBEETOXBEHRRE
a: 2% 5 2 HRRCHEAT L 7M. BE, SILMMZ &2 L Tnb. &
DM EDOBEND oW LIIELTHB Y, ZOALFM &R 138
BV EMHL TV 5.
b 4 R HIAT U721, Santulli oG (KH) »HEELTW
B, —EBETHNC B EEHIAHA LT WA, JLFHNIIGE 250 < 24 L T
W2 (KED).
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Fig. 6 v—H—52XhD#EA

a:~—h—% 30 MRITHBIRLZER. BRI 30 o~ —h =25 XTHF
Y5 EEMRET L. 20EE, HENSCEEBIER> TV DD

LHDT, KRpReX) = E2MEF S THERICHENICTRTOY— 7 —
PIETIET B 2 L 2 MERT 5.

D1 REHBOBEHEMERE. £ o~ — 7 = EE2EEIATET 208N

2 —Efk - T a. RIHEBUI E AT - THED 2w,

D3RI OIS HMEE. 3L A LD~ — —13Z50 5 M~ L BAT

LTWh., COBETIEA =D FIZ4HO~— =2 &
TWVWLOPBIEINE (HLW)., XuFEErbELTCL Y N Y%
Woe 35 EHWB LT,

D24 B OBEIHEMTEL. AKNIK S TW A= — 133X TAEI

BITLTBY, TOFETIE 245 5> TW5.

ROFIEBEILT LEAESEM L. 2014,
2 5% 9 AR 07 A O 59 % Bishiop-Koop
K& L7

ZDOBBEBIAER % 4T > TV /228, FLFM Mo Santulli
KOBED S DI DL 720D, 4 R
A Z T L2, IMMoOBREREML-EET
»Hotz (Fig.5b) OT, BIEME TOEM L 72hE
2UBRLYE L7, L L, KEoshExaEL, I
M2 5 OFER TRIAT 5O 720, EATHE I tube I
2V LT GE s 2 17> T\ 5. BUfE, #EITHE
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BB ZHIRT 2 METHNAEIZHBA TS 525, PN
PO TETESY, £ PN LT T
k7+u0—hThHb.

3. ¥—Hh—FRXb

FEB] 1 O RUTIEAT L T e d o 7228, BUE,
Bishop-Koop OB SHEE S LA El G L oFE
BE2ZHWT 57200 ET-oTHBY, LTI
R—=H—FAFEFATHS. HtHE, ok
N2 NS O RE & & 2 T, ZEEMS O



Wikt b LC & 7278, PJRHEITEN LA R
HEIE R EIN D720, Fiizle 2 OFEE T &
LTS, WEROERATIE, EOREIHEH
SNTVL 0D R 720, BoHhy v b
PR~ —H—L LT, LI —EDIT4 r~v—
B —%F 5 mm BRI LA 02 L Twa5.
KETIIEBOBBEZW D720 D~ — F1 — A3 S
NTBY, ThafdshEbH 505, @it
5720 DEE LTV,

CoO~—H—7% 30 EREERL, $THAI
A3 52 EZMERT 5 (Fig. 6a). T, #Ek
N M B B 2 H0E LT~ — ) — Ol & iR
L, [ A3 R0 % sl L CHLM N AT % %
8295,

ZOFA MR 2, 3, 5T T L7z, SERI 2 T
(& Bishop-Koop R 2 4~ Tt LN MNZE L
7o, FEBI 3 TiE, 24 D EE EE L, 6 MBI
2O HEE Sz FER 5 TIE, BEEEE L2200k
8T, 22 AR &P S 7

P ED#EED S, ~—F — D% 8T 5 EE
LHLMM o ofit & ofIC, HAHRREOHMEE
FroTwa LM SND DS, %D~ — 5 —H%liE
TSRS RED, T 72, FW—ERTOME
MRERYICTEALT % 2258, BUE, EH OB D %
CHIETIE RV, SRIERBKOERTHEIC L T
& 72w,

IV &

ASEIE, HD FHmE L Wy RBHobhD D
TH LY, BBV JEFIREROER I 22 nv
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72, BETH PREBHFLEIEAZVEEDD L
DTHAb.

LR CTOREGIOREERD S, AFEOFHA WP IEZ
WroME 2 BT LD, ALY ARER
s L TR Z T REIC L, RRELC AL P9 o BG4
DIERMT I EPEETHLEEZ N Ek
2HhHFEFTOEENC)TF—varvaeRbl, 20
BORERREBOWESWRETE T, koD
SHR° PN 2 OB EEIC 2 2 £ E 2 BN 5.
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