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EOER
1EREEH
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FMHE

AFAINALT Ly TR ,

%fﬁ
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AR, IkARAEFY, E&wkﬂ
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7, L
HEESR, H?E_ﬂﬁ’%ﬂ
TBAESH,

Bbhsd, LrLHERNAFERRY, &F,
BN PIRHE R AN ES B D725 2L D
BVERSHEE 2. EE ThOHOKRART
BANRABESBEABICZ o THIBELTVS
T EDEB L, RIS OBV ABRICER
L, BIBZIEmO/NBAREICED BIZ LK
WEWIBESELTWEDLEETHS.
O XS RREICH L, BERIKETOERE
ZEARE BETRE)VHY L, MEDH 5
PRSI F AR, WRARE, PERARRL
ADOHFHIHET 2 L) BEEEH (PP
Toa VHER) AL, NEHOBHIINRR
/MR E ARG T 2 & v ) T E
F L. NEHETIR S OBERINE VL OT,
WERIREOEKE, TobbAFT4ANvay T
Ly 7 ZBDORREOEMALEL %5 (B 1).

INBABHEBITHADWRIL Wiz, £EK
DBV A VR BREBEROREPLETS D
2%, FHEEACOWTHME L TW B DIZ/NENBE

BEMEE 51435 5105/ FR270I0E 1 A

D7D, PMRAFEPEERE VL TH 5.
BORMS = S AR ORRE N Lisinw A
MBAPRLS GESOBEL, REOMEEI
X o TEHBABRTPHTT WS Z T IMATR <,
NBIE TER 2 MR IZAT o T2l U

7 B EERIAH B DB ERTHS. TS
HIRTCD, BAMICE L2 BEB X520

TR AT L BEOT T RE R R
DNBHIERE 2 S MAER~RIT T2 CH 2
D, BMABHFFLEHEL LS5 TELETY—
AVALEREZRUETZZEFFETHS.

HANRAREA TR OMBECELT 5
Vv a rvREEE&ERIL LY, AEEDE
BRIEL, &% HFHLLTOREZ I LDET
ETHB.

1) R 24 FEEEXHFZU RSN R TR ES
IR FEEEE [N R & OIHLRRR A A HRE IR T
DEFEMRERILE S — A VART A F 54 YRR
(FFgefiaed « A E) 4% - AR RED. TR
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Hirschsprung %% & Hirschsprung R B O Ji HLAL R RS i

#H OEF
(R BRFESE -

“ i 2
FE BT

BTSRRI IR AR PR R AL - RS IR),

RATECE NERE BRI v 7 —RE BT

£ : Hirschsprung’s disease (HD) 5 & UF Hirschsprung IR EBR VTR L HER
ML Y BMEER T RTHLEBEETH 5. HD L OMEHMIE O KA R

T AH, HDIEFEBENEGEMBORMIEZVIZEPhbh b T,

FEERAYIC HD &

OEGIAEE 2 HHERERTET, FEBIUBHERIERI 2y 2R

BTz, HD, HDEEBER L 12,

T - IBE T E OUE IR IENE L R T

FARTIH B, TOHITE, BRI - BEE, REBEMNEW TS L A0
& BEMERORELEELOREIL OV TOBRRFLETH 5,
F — 77— K : Digestive tract, Hirschsprung’s disease, variant Hirschsprung’s disease, neonate,

intestinal obstruction

ELaic

Hirschsprung’s disease (LAT HD) (X 7E10E B PIHE
BB ORI IFEE TS 5/NEORE
M ELEREREERAT, —RICIITFREFRZE
BTHB, Lirl, EAESHRIREEED L Idh
BB AR OEEIZE, B, BRIC#EETAZ
L, ERPHLBORFEEEPES L CEHE
LBWTHLFRARTH B, 72, MEEEHIARO KN
WHELNZ VL OO HD & FRINCENPREE 25
ERL LT, HD#EEES (LT HD 84 Lk
NBFBLRERIEDNDH Y, RCHREEECIGIETEILTE
LTV,

R TIE, HD OREEE, 48, BRI DOV
TR L, HDEZEDOGEERBEIIC OV TIIESE
TR R EEERREE (MIEREE H
DEESL . HOM) OWEReE AT, HER
TOXRRIZBT BV FAFBNT S,

by 2 XTIV U 4K Hirschsprung’s disease
(BB EE 2 EIAE aganglionosis,
SEXREE KFEIBIE congenital megacolon)
1L #E
4 E 1Z Harold Hirschsprung %%, 1886 4£3 B I~

Pathological diagnosis of Hirschsprung’s disease and allied disorders
Takako Yoshioka' and Atsuko Nakazawa®

‘Department of Pathology, Kagoshima University Medical and Dental
Hospital

:Department of Pathology, National Center for Child Health and
Development

) THES I N A Y NERESII B TER 2
BiHREE L2 PIOBRES LHBFREHRE L
Z & &Y, Hirschsprung’s disease (LLF HD) # 742
FEREEKIBEAE (congenital megacolon) X IEEAL5
Lo,

ARE D FEE SRR L HAE R Y 5,000 Bl 1 T, BIE
CHLRIET A (85%)7. REBHEEBREETS 2%
#910% IXFENFE T, EMEHENEEED 5 Vv
[N~ ESREPEOLND, HD DT E A LIFIR
UEFELETHHH, DownfE, FERUEOER, LMK
BREY, FERMEEE, NERASE, ERMERARENE KR
FHE{ET (Ondine’s curse), Waardenburg fiE 1% 8 7 &
KEBETAZ LR Y,

2. ™A

HD (ZEALE DR E T 42 #% (Meissner #HfEHE),
FHET B EEICED 5D Henle WFHER L U5
73 (Auerbach fIfERE) 1C B A HRBETMZ OEXR
BRIMARETH 5, ELE OMEEMIE IS RERME
ROMEFMAERT, BEsSE»S 12 BICHELE
DEA»LREFENEELEBISETS2 SN T
Bo HILEETIZ, #WEREMRIZETHEROMEE
IZAofzfk, HMETBANEETIEENTVE, IO
BEFMAS2OFREICL > THEE S, HD &L
EEZHLNTBY, I DI cranio-caudal migration
theory £ BHIEN TV 2Y, EMEEHBENERB L Y D
N EREICED 5115 T £ iE, cranio-caudal migra-
tion theory T T 2 278, T O TIIHBEIF WL
skip lesion Z 789 HD OFEF T TNICA LD,
AR, BEMETRo—BIIEEETEYS R
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BRI TKBIBATAZEFHLRERD,
HEME T M L IBEEEN % cranio-caudal

migration i2 & o> TEETARMBMROBEOEED
skip lesion DEETH 5 = L SmEB E ",

HD OERBEHREEFL LT, RETHEIZFRIVF
) vVt 7% — (EDNRB) #BZF2 EVHESN

TW5BH 7%, x%@aﬁﬁbiﬁi& TH b, ~iﬁx“é@b:7iﬁﬁéi
BH— :@_(T—Ec@%a@%*"“'” TRETALOTIR L
{, ZRFICLB LD %Afw%

3. REELE

LS DBERNTEIZRIL, Averbach #E %, Henle f#
F2FE, Meissner fIEEEDP Lo TWh, EEEOMEZ
Hio b BE R B BRI B IR R AR B
FICHBBRICGF L TRDY, BHMEERRZORIR
BRSO T D, INLDOBED
TEFEIICLY, BEERIHEE SN TV, HD
TR O RIMIE S T, BEOILEIHITS
NTHERNCGET 27:9, BEEEOERE R T,

4. BRERIEIR

HD DBED 0% ZIEHEORBETH Y, EHE
BFERTOEERZILZ V. FERTODEERZ, B
BEOBHIEE, B, BXERZ EOBREEIRT,
FIEDFHERD 00% TlxHAER 24 BHELDACEED
BREAS A 5 v, He 0 B A EEEAS T D
N2, BECRIFNECERIRO-OIZER
B LB EAMEBEEy BB L TEE uﬂ@}iﬁz

Normal

Squamo—columnar
junction

“«t’u

12BATT 535 (bacterial translocation) 2 X » TEL
f f‘%?l ERI L, BENE 22568055, T2,
FEBBHICERABOEEZIL A75681E, KE®
EBETRETH 5,

EMBREBEVERICEVGS, BEEOFEHEL
LTEBHEESNTLEY, FRE, HEILoTHR
RN oThbRELEHENEZELD D,

5. RE

HD BEMBEHBEORIICLI o Ts 20OREICS
gEantws (@DY,

1) Short segment aganglionosis (rectosigmoid agan-
glionosis) : EMBREHFENES, SWEBICERT A
LT, FEDK 80% % 5D 5o

2) Ultrashort segment aganglionosis : EGLFIE T
3GDVIALNDEY AT T, EBI R BRETR
DERG & RFIADT D72 (4~5%) 6

3) Long segment aganglionosis : BEFF7 & TIT#EkS,
FFERITEEDOHEBICRESD (20%).

4) Total colon aganglionosis : E M2 &
E&ELD (1~2%)0

5) Extensive aganglionosis : SERZEEIBED EB

CEFEBIUNEIIRED D, BRI MT A VEFH
BRI bHE %),

6. FHT

NEDBETL, BRER, XEFR, IIMAERE,
HRREN 2 HEEARORINOFERZLICL TR s

u\

=t

sters Klower Heaith { Lipgi

[ 1 : Hirschsprung f82 BT 5 ERBEGE D57 A : Short segment aganglionosise B : Ultrashort segment aganglionosise C: Long
segment aganglionosiso D : Total colon aganglionosise E: Extensive aganglionosise
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: Hirschsprung #39) M & B X #2177 Reo

3: Hirschsprung 3 D E NG E E AT R £ caliber
changec

nb,
1) JEEBELME X M3l (0 2)
EE S EICERRBEDOIIRL FADEMTED 5
§. EISEEN ST HTAPETYE Lo, INEER
DA AR AN L‘Cw%e
2) EIEEEEE
MEREHEE BT, Do EEBE SRR
BELTHEHEND, & @Dﬁ‘:%x caliber change &
FROF, AEORBAZITRTHS (H3), RENC Lo
TIZHRBAG 2T R % K &, ultrashort segment agangli-
onosis THIF/NNEE XD 2\, F72,
glionosis Ci, microcolon xR L,

L OENPMREL LD (H4).

extensive agan-
B9 5 HD

[0 4 : Hirschsprung 7% (extensive aganglionosis) @&ﬂ%lﬁ%ﬁ?”r‘
Fife

3)  REAASSER ST

) AR

EGEREE LTI, BEGE*EUCEBER &ﬁhﬁ
BAERD 2 OO FEND B, 4, £ OlEk
PR T HREITTT a‘éi@c*'@—?—fiﬁ\&f’ &%ﬁﬁ;&%ﬁ#ﬁ
hihTwa", HE EEATOBIORE, @k
ME /57O SHOBERIFTEY L, SH0E
REBRBETHLENFH D, Lo, FER FRMED
MR clk, MEEHIE A/ NE CR/MEMEEE TR (|
GROERTIRE L COBMPRELSEERH L, =
OWBEATERT A0, HREEME T HREGI
BT HHME (MEMEO~ -5 —THh 2 HuC/D it
1% (Anti-HuC/D monoclonal 16A11, Life Technologies)
S DRELBTENMT S riEET Y, 7
EREL S ﬂfﬂﬁ’fﬂﬁéﬁ%TI’Ew“‘i LTy, IS
BREA PR EN TS, HE S, BE LS
EENTVDE, BEICANESLEETH 5561,
HERPICHERTITINETH S, HE T
%, #a) %T IEFEHERELF 1.0cm IR L FEE
T35, FBTIE 1.0~1.5 cm BIRICIEHEERST, 8
E”“u 15em DRICIEFELRZWI XY, Y
TIEHERKHE LY 1.0cm L7 THEEMBEIED S
;< L BbEEEWI T EIIRDY, BEOEHIC

WEFRIELOMERSLETH 5,

I_Bw/i)%yﬁﬁwiﬁn RIS T2 5 H T
JEL S | IR L ) BB S T zm FRERRC4EE
OYVEWEERTDH L, HD B8 B WORAFEE
DE—ERITHEEMEZEZI OND,

i) 7EFN2)ILATT—EERE (LT AchE

gef)
HD OFBEICELL AW TWAREET

F
18
J0

(s
Lo

.02
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5 : Hirschsprung #TAE B OB ERAESE (AchE %8), BEET
ENDY, HREERECHESRIC AchE HEBEMERA L, TRV, HEF21 T, #HE

DBEPZoENELTL B,

FCIRHEETRBOMESMIEOMBEEl L3R,
EERCHEEE B AchE FB1E & 72 2 WiZEiid A
LN, HD TR CHEIEEE B I Mg
DEEPED LN, HETBICHENMEEZROON
T, KVCHEBEEESHE SN, BrOHBBET
X, ERRE LD ERS BRI TEE
T EER L, WS N BEP T &Y &L
725AIT AchE 2B %1To T3,

FrEREE T, BHD THLHIEBEEEIC AchE &
BEOTEGEDOEEN T LNV E9H 5 (™
Y, LI B BHE»LEERMEOER
DENO NS, T/, AchELRBERZ, HEEERE
DFERGREDIBE DA 53, Meissner MREFELMHIE
EHROMREMEOREE METBICBITAERLE
MRS DRI L AETH A,

iii) AR

AchE +B0ERZUF 2 HWA 0I5 L, SEEE
bR EE T, N5 74 VEABYRTEBETETH
Bz, NT T4 TUy FRICHEERIEE LTS
RO, EBIRENTETH A,

£, calretinin AT AW REMEBLFER D
HD OEEICEBETHL L WIHIRENELD Y, ES
B | Ao BT, EE TIFEETE IS calretinin
PR O 555, HD TIRBESEHEIZRD R W E
ENTwaY, LaL, TEHRZETY calretinin B
WHEOLBIEEIEL T, BEI Y PO -V OREN DS
L\, T, MERHESERERT BERRE
HD OFBMRIIZT 2 HEICA N L AZRLEA7-0,
&5 513 calretinin B ERTOBEIZITo Ty,

) FTHGREEEB L UUBRERICBIT AHEES

HD Tid, ATLJLFIERMS 5 W IZHBBHTRICEE
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e i,
METEICIEE L/ Mg m o R
A B FEIEER T AchE B ita

A

i

DOYBEHTRET 570 I BEELSB OEBRBEN
’HI S4B Caliber change D OB DILEBE 2 5
1.0cm BEOE S OBREIFIN ENNVIBETIETS
bo HEEEMELET D EBHIZBES T, Auerbach
TR BT
DEFEOERVHREOENTH 5, FEEICHEE
DRERETEZ VBRI, SHLIROE»LOBARTK
BT 5,

REFMUBREROBK TIE,  FIIMBOEGRE
ETEOMERTIT) (H6). OHENRED Tl
WREEMROFEENA L LT, ¥ KEE, SRR
ZEPEETHLPEPEZEETT 5. MZEMREOE
PREEOEEFEICOVTOREITERA LN LD,
BRI VEFEROEHVPELRL7:0, ZHED
BEADERZROILBZFETH S, F72, EMEH
BE L EEBEOBITH TR, MEELHESERD
HEBAL, BEREIREELEIONLI DD,
FOHBORBOVERE 25,

Hirschsprung iREEFER

1. BE

HD EFIEH LSRR OFLHEREREFRO—2Td
b, FEREASACITNERIIEEL, BAKESLZX
TEHOZBE 2825 07% v, BREERSPERE
BT ET 5700, #HENNER2ICREY, ESch
o AERFEEE (TPN) PRELRENE I L)
2%V, HDEZREED SEREED, TPN, ) o
HE, BT TFTNVREERZEVPRREEZ-oTERIS
NNEREFEFEE (FALD : Intestinal Failure Associ-
ated Liver Disease) ICfEo TR Y, mEWIZIZFFRL
ILED/-0, FERETHD, L2oL. HDEFRE
Bl D, T LT omBENL RV, REIC



L

gD Sy, AL MEEHERA AL N5,

g

[ 6 : Hirschsprung 7 Auerbach #i#E#, TEHE (ab.) (CIEMEEICHEHMBAEZEREO SNEH, BER (cd) 1ITmMEE

§2 1 : Hirschsprung fiFiEEREDHE

MREEMIICBEEFR RS S5 50

MREEALICRETROLV Lo

O Hypoganglionosis
congenital
acquired
O Immaturity of ganglion cells
O Intestinal Neuronal Dysplasia (IND)

O Megacystis-Microcolon-Intestinal Hypoperistalsis Syndrome (MMIHS)
O Segmental dilatation

O Internal Anal Sphincter Achalasia (IASA)

O Chronic Idiopathic Intestinal Pseudo-Obstruction (CIIP)

(FRL24-25 S HOSRSWRMET & 0 i)

MLTRHZEPRE L, B8, gz EbR—Eht
LOBZCOPBIRTH B,
2. AN EE

TT*xR
HD ##213, HdFEN2BEmEIHaoEETmR
DEEICLY, F1OLICHEI DT, ik

FERIBWTICIE, HEEE T 7013 AchE £EEREF HWw
2, FHEMREITOA T2V DRV LT
b
3. REFNERTRDIEENEE LHEEE

1) Congenital isolated hypoganglionosis (B 7)

FAEBERA»POBHEEREZFEEL, HEFN
Auerbach TEHE OFWREREMSEET A%, Wit
DEMIZ BN THRELPIEPI P viGEe, RELH
5 5%, WEBHICIE, L L BB IZER

(TENEWH) & SKEBO+7E (B 172 18E)
DEBERBET VS, L Led s, BEBHIC
SRR fe 2 AR B ORI H ) & 5 IIBEW
REMEE 7Y THBEEOENIFEETH DL I L H
5, WHELRBIHPE SN TICEBEOEBINEN S EHE
PRIV EBL, EELIZ, COBRERICBWTLIEREIC
hypoganglionosis & BT TS 5 X 2 RBWi 7, S
EEOERT BEL, REESLENEERTEzHD
B THREFTH D,

2)  Immaturity of ganglion cells

e REBICBREERTEE L, MEEms )
FEERR N TR, (2) MEEMEOEESH L
EF, (3) HEMICHEHMEORIE D AERT
H 37 B IIBIEEEEOMGSEWREIVUET
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HE 8 HEREP ;

HE 8 SEHRE | Huc/D £E

5 7: Hypoganglionosis D #iH#iE#. HE #& : BEHEMIDEOBREEN T XL ICPHETED LN, —HOH
EEMEAEEN T 5, HuC/D RESRE | MEOMESMESBEICEE SN,

FERAMLIHRIZTREHBEFM

NGRS MNEEREOHRR Caliber changedl)

Caliber change &Y+ QHEHIT

ATIFEGE/SFRAENR HBRRGREBER

SREREEER

WEROAES  WRBOREE — MEEHR EETRRTIL
e E= YERKRESSEE mSEmostsy
iy T ERSEER
e HIEEFANEL AchERS .
gL \
Immaturity of

Hypoganglionosis Hirschsprungiis

ganglia

8 : Hypoganglionosis DIREZE 7 0 —F v — b,
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BB AL /DB ETRU, BEdH 5V ILHIER
R T caliber change # 88 %

3) Intestinal Neuronal Dysplasia (IND} type B

HD LEEBOER T2 L, MEFNEWICE 15um
OEEDFFWA BT, 1 DO 8 B L
ORI F 30 % giant ganglia OTFEE & HEET B
\23B1F B AchE FBEis gt 2 WA L v 57, #
IEEA B35 5 AchE B EMHED ML 2 HEIEEH
|2 ectopic ganglion cell A LNDH I & bH B, F iz,
| BRI Tl AR O KBS T LD T L
D, 1ECRIETIND OB ix v 5 NETRRVEEN
TnBE,

4. Isolated congenital hypoganglionosis (Hypogan-

glionosis) DRIBBUWIA A K51 VREDRHM

Hypoganglionosis DRI IEFEIZITH 121, B
EEBAYHET IO T2 EEERE1.0mE)
AT 5. HD & OENGZM T IEEILTT ) 720,
(1) caliber change & ¥+ Dl O/ GIZERE L7 A
TIIMEMoeR (frER), () BEERERE G) S
Wighs (b L CEIT#s) ofE 3 rimh o EE
ERFFNT 5, FRLEMIEES ISV ) VB
EL, 8T 74 YA EERL, HE Z+E, ShiEds
{bFgfm (HuC/D % &) 217w, REEFENIHEET 5,
SIIRIR D 3 T H HEREL L /- iR vz
fiyo—Fv—rThhr, Hi—ENEBERDT—
YAERmENIUL, BIEEE LT B aEEr
BRTAIENTEDEEI TS,

BhIZ
HD /B e ER & LTI mElE . M
FEWYBMTELEILEN TS, — 7, HD#EEIL
HD & EB TR AT ARERT, BEIA T4 >
DEEVFBREETE T LN TV LIRRETH L, T
NOREL/MEARPBREES N TR WEREMICE
Wi, REEL L TEET LAERESPI WD, EE
MR L R REEMT ) AR IINEE RS O®
FERFBRTFHO—E%iHoTWAE I Lz B L Tni:
I NIEEWTH 5,

Ei
HEILHTNVEELICHE T W2 W UNREE
Enfgek/NENE EOFEHEFICEH LI T 5/,
RO I AREEER AR E SRR
EL0BEEZTE L.
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1. #E
ELD2ARTLVTRBIEERNICBEOHBZRETMBEARNT 52-HICBERSA2E - LIBHE
EFREZEETIEETHLIN. REQHEIN/BESINTHEY ZTOZEHEABABEIFEIINATINS,
—A, BV AR TV TRERES (HER) FERICHEHFHENEET SIZErMDLTEIL
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