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PRET AC E:

finslionoris is very scarce as compared wiik the literasture cn this
[sense in Burcpe =nd America. Lilte meny other diseszses, it lss

even congcidered a rarity emong the Africens (Sonth Africnn Bantus

yten Africen countries there is documentsatio:. of Hirsch-

='s disenase in Uganda (Shepherd 1956) where the aynarent rarity
tthe dise<ge wes emphasized, From lUgandn there also is document-
ion of the non-congenital form of megaamon whose surgical imvoitence
a8 cause of intestinal obstruction has bheen shown. (D2Souzs 1865),.

P in Kenya thereis, so far, nro pudlished document tc show the

portince of Hirschprungts diseose or any of 1le other &l)lied condi-

This distertation is mesnt to fill in the gnp, though n a Jocelised
ga. of Xenya, and it may, in future, Torm 2 sioriin: point for n

intry wide gtudy of these surgically importast disennses, .

he dicnertation reviews and mmalyses nll crecg, i re2trorpective
3 i

prospective sludy, =seen at The Ienyattsa National fMospital which

iationnl Referencenospital for Kenya; over a rparicd of over
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INTRODUCTION AND REVIEW OF LITERATURE.

Hirschprung's disease to-day goes by many names as the disease
has been understood a step better than it was ninety years ago when
Hirschprung wvwrote on it; "Congeni{nl megacolon,"‘bongeni§a1 intestinal

i
aganglionosis are some of these names. However, Hirschorung's disease
as an epnnyn, seoms not onrnly te have withstood the test of times but
also to have brought in less confusion on terminologies on the disease,
In this paper Hirschprung's disease will be used to mean the same as inte-
stinal apganglionosis as it is understood worldwide at present.
Conrenital megacolon tends to limit one to only those cases where the
apanglionosis is found in a 'short! segment or''Lorng'® segmant of the
distal colon or rectwnn leading to dilated colon proximally, but it is
knovn that cnses exict whereby the aganslionosis extends to include even

the ilenn end hence no megacalon,

It has teen claimed in literature that before (1886) when
Hirschprung presented his paper on congenital megacolon, more than
twenty papers had been written on the subject. Nctable among these
was that by a Dutch Surgeon Frederick Ruyschii who wrote it in

Latin in the 17th century.

However, it was to Hirschrmrung (1888), whose classical treatise on a
%
disease which was later naned after him that the credit went, His

parer referred to his clinical experience and autopsy findings on a

(-

O

onrenital disease which was characterized by high mortality in childhood

and at autopsy, a dilated and hypertrophic colon was a notable feature.

»
He also said there was a distal narrow se@ ment of the aolean. He

focissed his attention to the dil: was the
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e thought the primary disease

primary lesion. For many ycars peop
vvas in the hypertrophic dilated segment, and the pathologic importance
YT I 2 0 1 : I

of the apparent narrow segment was not annreciated for some vears,



Sugpgestion of the neurogenic nature of megacolon was made by Tittel 1601,
He c¢laimed he had noticed some abnormality in the intramural ganglion cells
of the colon, in these cases. The same trend of thought was taken by
Hawkins (1907) who arzued that withdut a cemonstrable mechanical

obstruction in the colon, the disease was due to neurcnuscular defect:

The inflamnatory nature of megacolon was claimed by Cameron (1927). He
gaid he had detacted some inflammatoryv cellular destruction of the

intermuscular ganglion cells of the colon,

Etzel(1937) in his series of 8 cases described ahsence of plexuses in
the total distal colonic wall. Three years later, Alvarez (1940)
(“ - - -
rggonably argued that what lHirschprung had called primary lesion
e + . . 1 i :
(;vporgp hy and Ailatation) of the colon was merely a secondary manifestati

i J

of loss of function by the panglion cells in the distal colon.

In the late Forties most of the present logical understanding of intes-
tinal ganplionoses was worked out, Zuelzer (1948); Bodian ot al (1949)
Whitehouse et al (1943) put te light the principles puiding the pathophysi-
olopic and histopathologic understanding of Hirschprung's disease: In their
series of cases they consistently demonstrated absence of ganglion cells of
the Auerbach's and lMeissner's plexuses and also hyp- rtronhy of the nonmye-
linated nerve fibres . These are the basis of present day modes of diagnos
and treatment,

The surpical managzement of cases of dirschprung's diseas:- was pioneered

¥

(Docurented) by surgeons like Maunsell (1892) and Treves (1398). The
latter had reasoned out that the colonic dilataiion was secondary to spasm
of the narrow segment and so he resected it out and anastomosel *the 2

ends, (His ratient was seen 67 vears later; Daintree 1957)/

The surgical principles of the operation done for cases of Hirschnrungs's

]

el

2
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ease were founded by Swenson and Bill (19%8)., Resection of the

aranglionic sepment with preservatwon of the anal sphincter was their



proposition and to-day many modifications of these have heen formulated

to suit the clinical and histopathologic findings.

To-day the treatment for Hirschprung's disease has been perfected but it
is felt by many that as far as aetiology is ~oncerned we are still in the
realm of speculations - hence aninal studies are being ca£ried out to

try and elucidate on this problem of the real cause of aganglionosis. Wit}
chiclren enbrres “Nuatema (1054), Human featuses of different ages (Okamoto

et 21 1967) and with mice - (Piebald lethal mutation) lLane (1966)-all
efforts are being done to show the cause why either the ganglion cells

do not nigrate to the aganglionic segnent or if they do, why they do not

develop normally.

.This dissertation comprises of retrospective review and analysis of those
cnces seen at the Kenyatta National Hospital, referred or seen as new

cnses, ovar the period (1973 to March 1978).

The analysis and review of these cases is meant to show that Hirschprung's
dicease is not as rare as it has been mentioned in some parts of Africa
(Katz 1966). Thouh the work was done at the National Reference

Fospital and therefore dealt with selected cases from the whole of Kenva
the reflection on the tribal distribirtion which is aralysed may show the

national inportance of Hirschprung's disease and the other related

diseases.
-4

In the dissertation an attempt is made to analyse cerfain aspects of these
diseases &hich are also comnared with some aspects as seen in Europe and
America where nuch time has been studied on these diseases. The ages of
the ratients at the time of preséntation and the tinme the Symptoms are

>

be of significance by parents or mguardians to require medical

consuliation are reviewed. This asnect is important as Hisschprungts



disease, being a congenital disease, the symptonms start early in life -
neonatal period. Any factor which may delay early medical attention -
1er in failure on the part of parents to appreciate the

significance of the symptoms ,or also failure on the part of clinicians-
to appreciate the significance of symptoms and signs early - contributes
to the mortality in cases of Hirschprung's disease early in life. The
review of synptoms and signs and thefr inmportance in diagnosgs of the
.cases 15 cornpared to that is considered to be the important signs

and symptoms where large series have heen reviewed in Europe and America.
here other symptoms andsigns pertinent to the raviewed cases here

have been found, emphasis has been put for the benefit of diagnosis in

our conditions.

The trital distribution has been reviewed with prior understanding that
any dispar ity may reflect not on the rarity of the disease among one
tribe or another, but on the geographic distribution of these tribes

in relation to the Kenvatta National Hespital.

The methods of diagnosis in all cases have been analysed and the management
of these cases as well. In Kenva the nmedical care distribution ig limited
by lack of trained manpower to diagnose and manage disease approprietely,
Besides the scarcity of manpower , diagnostic tools are also scarce. It is
with this understanding that I have reviewed the role of the available

- ". - . 1
neans of diagnosing Hirschprung's disease as well as other related

disorders in order to emphasize which tools could he used effectively in
diagnosis. VWith so many forms of surgical management of Hirschprung's
discase being documented in Europe and America, not as many are easy to

- - - *
administer. The simplicity of a surgical operation may hot nmean effective=

ness in curing a disease, but assessing all these forms of operations

in 1light of the available data on the disease may pgive better planning for
training personnel on the better operaticns within available means., It is
attempted here to review all the availabhle data and to compare the methods

used in treating surpically the cases of Firschprung's disease and those



related diseases. The technically poseible and effective methods

that are practised here have been reviewed in iiterature and

=3

riefly discussed,

The morbidity due to Hirschprung's disease and also those other related
disease is analysed and the management and non-management of these condition

compared.

I have attemnted to show that though Hirschprung's disease is

believed to te uncommon, the rarity of the disease is apparent and that
by ketter understanding of the symptoms and signs by the populace, and

therefore early presentation to hospital and the same understanding by

the clinicians will wipe out the netion of the rarity of Hirschprung's

disease.

.

Sinmilarly I have tried to snow the existence of other obscure conditiens
wrose clinical presentations are similar to Hirschprunp's disease ard
they must be excluded in the diagnosis of intestinal aganglionosis as

their treatnent is not necessarily the same.



MATERTIALS AND METHODS:

The asource of matarials for this analysis of camag of Hirache na's disaans
and tha alliad conditiona was from Thae Kenyatta National Hoapital, Ths period
of s8tudy of thaga cnse racords wasg from 1673 %o 1978 ( Harch) - Yyaars approv-.

The "agtudy inclnded All thoss cases who wara dlapnusad as Hirachprung*'s

mately.
digaace or magacalon by any of the exigting mathods. For the Yyear 1977 and part
of 1978 all canas ssen in the Hospital and suapacted of Hagacolon wera intarvi-
atiad (ov relatives) poarsonally and inveagtiszation donae in enllavoration uith &ha
congultonta in chayrpe of tha patients, Tha atndy, thersfora, ancempnngan rakopa

Y > - h PP -
gpactiva az wall ~a pDro

e
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Miva enalygsin,  UHhapa piopanss of tha patianta {raoctal
or colonic) vara $akan tha report and proeessiag for 3taining tha glidea, coilnh-
oration of the Hospitals® Dopartmant of patholosy was ragquastad. Haenatoxylin
and Fosin wars uaad to stain nnd an a naparatas gindy, gomng nf Sha apAcImMAng ara

frozen with "dry ica® for histochemical gsuliag.

AT idas wera axemined with ligh% nicroncopa by the pathologists in chargs.

In thae rnalysis, Sax, tribal distribntion, tha pres anbing symptoms, ago
distribusion n% progoutation, timae 6f opszat of gymnptowa; mathods of invassigations
The dingnosin and forng of trantmant o™ gtudiad and prasented in tabnlar forme
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te finel diasnosis

10,

and treatment.

=,

Ho of Cases

iagnosis

LManagement,

irschprung's Disease 13

idiopathi llepacolon

Irroagenglionosis 1

inconiirmed

At T
[ IO 1
- ALl

Duhamel's Opitn 11 csases.

Myomectomy 1 drugs 3

vomectomy 1

e

( 3 s%i21 have colostomies)

" d

V11

Yoor snsstomosis

inal obstruction due

ok

Intes

M~

1cisional hernice.

Bureast abdomen.

Perforation of bowel wall at biopsy.

to adhesiong.

Tahle of Complications experienced. /
: Complicetions ITo of cases.
i Strretures:n anastomosls arca. 4
Frolayse of colostony 5

|

'
i

fi
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Rasgults.

Renections at definitive surgical treatmant indicate that tha majoraty of
the caseg had vhat is called 'short! segment aganglionesis.

Cnly fiva had tha
resected Sagmants of colon measured 20cm. 1T7cm; 13em; 16cem

amd Scm .

Associatad congeni

tal anomaliss in all the cases included a single casa of
malrotwtzan of tha whole gut.

Hany had presented with diversa conditions normally
assoszafcd with Hiraschprung's diss

a3a in a sacondary rols - racurrant cheat infec-
tions (2) savara dlnrrhovw (2) sspticaemia (2)

4 case of magacolon prasentad uith
volvulus of sigmoid colon and volvalus of tha amall intesti

ine with gensrecra to
which sha anccumbad, |

Kpr?alitv
Out of 16 cases of proven Hirschprung's disease 3 died (Mortality of 16.7%)
In all cases of megn :eolon, 5 patients died (Mortality of 14%)

No operativa mortality was found in thosae done ona f

orm of definitiva surgica
treatmant or onothar.

3 of the 5 who died had baen dons laparotomy.

Case I J.C. Age 2 vaeks; Adimittsed

tWice as acute abdoman, 2nd time laparo=-



tomy ani binpsy dona also colostomy. Had Burst abdoman. Succumbed 3 days
Postoparativaly. Diagnogig Hirachprung’s disgeass proved histologically.

Case 11 E'l. Age 10 months. Child with poor health. Done rectal biopsy,.
ﬁevaloped %&ere diarrhoaa and diad Diagnosis proved Hirschprung's disaass.
Case 7T X.M. Ags 5 days. _ »

Had sspticaemiaat admission and acute abdomen. History suggestive of
:Hirschprung‘s diseass Laparotomy, colostomy and biopsy done. Oparative findings
Iconsisﬁent with Hiraschprung's disease and provan histologically. Died 2 days
‘post-operatively, .

fCasa IV I, 12yaers 0ld.

_ Congtipated since childhood with bouts of diarrhoea provisional diagnosis
ﬂof megacolon in %oxic state was made. In tha Yard developad acute abdoman, at
:laparotomy hypertrophic colon with volvulus of signoid colen and ileum and

~ 0 . "
gangranons sagmenis. Bigpsy by forceps was not conclusive at nistology. Rasect

bowal showed normal ganglion cells,Died samae daye.

Ad mitted with history consistent with intastinal obstruction. Had long
standing history of problems with emptying of bowals stnca birth.Provisional
diagnoses of megacolon mada. Davalopad diarrhesa in the ward and died a day

later.

At autopsy starcoral ulcers in grossly dilated and hypertrophic colon with

perforation of boual unall and peritorita found.
s
A%t higtology %*issues weres too autolyad,bs of any diagnostic valua.

DISCUSSION:

Hirachprung's disease is among those diseasas which were thought to ba
rare in Africanas. (Shephard 1966. Katz 1966), but it hag naver bhaen congidred
entirely abascnt. It ic ona of thosa disaasas nhosa mortality in hoonatal 1life
and childhood i3 so fntkad that i% nay b3 thounght to be rares. Indaad tha inci-

dence of a digeasc can only bas dosarninad by propsr recording of diagnoaas in
3 f 8 4

hospitals and thoss caon a%t sutopsys It follows, them, that the less an‘opsy
I diagnosia are made tha lagg tha incidence of the diseass. Thin is tha gtate of
affairs in our ¢goantry. It would ba fair a* this moment to supposa that Hirsch-
prung's dissase's incidence is similar to0 anywhsare alas in the uerlid. This
fact can only ba concluded by acdquato statistics and at the moment, tha above
*. gupposition uorks as a basaltne.: for planing on disgnosis, investigations and
management. The analysis on tha 35 casas who usras sean over a psriod of 5 yaars
at The Kenyatta National Hospital is noant to cecrpars the findings here and else:
where whare plaéﬁng for this dimpeass has baan dona and pesrfectad,

«
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Hirschprung®s digsase is compati¢blo uwith adult lifae, but its mortality
in childhood is very high (Hirachprung 1886) without surgical operazion, Taa
iigh nortality has baen nmpﬁ%iznd by: Zuelzar et al (1948), Burncerd (1950);

nd Bodian ot al (1951), This should ba kept in mind.

Intastinal aganglionoses ha5 been daid to have anincidencs of 1 in 20,000

;000 liva birtha 6 cases had agarg@nnosas,ﬂthar aatimatos ars evan highor 1 in
i,OOO (Bcdian 6% al 1963) Dur si%naticn is such that thera is no reasoa to
liuppose any different figutres from thoss when statistics are bettar than ours,
'&able,m In the 18 cenas of proven inZastinal 3anglionBis male predominancs
has evident M:F = 85X, (16 malen against 2 femalpn) Thias nale prodeminancs hasg
aloo basn found in otharsries large and small * McDonald ot al (1954) (M:F 15:1)
xﬂk&m1951 (M:F «37:3) Hhitehouse et al(1943) M3F « 10:1. The accepied avarage

Sex ratios i3 M:P of 5:1,

No hvman raca is frae from intestinal aganglionosis Indsesd, aganglionosis
i no?t confined to the hvaan racs alone. A similar defact has baen found in

E . : X 4 : ' P= 3
‘mice (a strain Piobald lathal mutaZion). Lana(1966). Phese s%gzns of nmics havs

By

‘pigment deficiency and have basn invasiigatad axtangivaly an attempt baing nade

ito drau any parallel bsiusen mice ond huwnans in r%ﬁtion to agangliononig, Tha
iimportance of establishing the hcoroditary deficiency of ganglion cella may ba

- important in marital counselling. Tha pattern of herdlty has not baen astab-
;lished in humans as in piebald mice; but the fomilial tenlency of the dinsasa

fia a recognisad fact. It was noted carly by Dalla Valle (1920). The orna
fomilial terdoncy was documentad by !CDonald et al (1954). whera thay had a
pationt in thoir peries who uas the 6th victim of this malady in a family. Zuelzar
:& Wilson {1948) hed a femily of 15 uith %hs digganes Podian ot al (195)) asiinated

thra Chisrsy vr(b ("‘I\Lﬂ.'l iqv

that if tna diegsase is in ona child in o ul”ﬁ% €.»%zu.h11 tha

-4
5« It is the '"lonag® Sagmsnt which pgoan in fa 7ilian*, TIn this narias no higtory

o~
b !

fomily is 1 in

wag available to gupport any familinl inwolvamant, A3 far ag tribal brackdown
i was conceraed, ths fact that thara uera noro Kikuyn presanting uwith magacolon

and Hirachprung's dicoase may be dua %o tha nsearnass of thia trihn to tha

‘Kenyatta Mational Hospital aad the sane<nay ba said of ths Kamba, Sincs tha

| Hoapital is a roferral Hospital forths waole of Kenya, one can argua that

I probably facilities exist in the peripharal Hespilals so that very faew of tha
many other tribe wers available for analysis. If this is not true, then, very
big number of cases of cases of Hiraschprung's disease are not diagnosad. Thare
is no reason to supposs that Hiraschprung's dissase is confined %o 5 ftribas in
Kenya. Ilore work is nseeded to craate an awarenags of the axigtonca of tha

digeasa among the many cases of diarrhoea saan in childran averydny in the

(i MARTIN 1972 )

=30,000 liva birtha {(Bodian at al 1951), Burnard (1950) ocatimated that for every
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papitals in the country, Nixon (1964) has attampted to defina clinically
pdas of prasantation in the various clinical groups of Hirxschprung'as dizaass.
he casas of Hirschprung's diseass conld ke dastected early and bhatter if thsaa

roupingzs are comprahanded and applied in vericua clinice,
ping P I

Anothar aspesct %0 bHa lockad into in tribal incidsnca is tha rola tha tradi-
ional mediecins plays in Hivschprung®s digeassa and other magacolon casans, In
fouth Africa, tha Daatus praciise adminastration of ansnata %0 childran uith

arying abdenziai piloenta.  ( Von dar Horat 1953). In Kenya. Such practisa ig

lot oxtennive erimy tha tribea though purgativas (herbal) ara widaly sdminsberad.
ghether thers eoxisto any relationghin betuaan the apparant low incidanze o?
firschprunga discase and $raditional practines in some tribasg in Kenya, this uwill

3 . 0 o A
eQirira mors investigationsg,

T’s 4n*nt'~ Naticnal Hoepital pogvan n1i£1y tha AT#ican popnlation, and
;hcratorn 1* nould not chou any racial‘rnprenanﬁation in the dissasa, mf thara
i no racacn 40 neppesa that Hirachprang's diseass doas not affect tha athar rocan
%n Yonya; - (or in ilnirohi Specificnlly.)
Tabls 1Y,

ronrarants tha list of sympioms uhich werse commonly Found among the casas.
In tha lan? codnma figuras from a seriss of proven cases of Hirachprung's disoasa
_by D:tatrae (1957) hava heen inaasrtad for compaiison: Abdemipal diztansion wmea
ithe most promiasnt aympteowm (77%) with constipation taking also a sisniTicant
bproninenca (714) In tha proven cases thean nars {633) and (690) {Cﬁmﬂ'"w P4 omonn

‘from Daintrna nhara ths %no ava 927% and B4 ragpactivaly)e Vonmiting w3 i'ond in

L > N

| o 4 . . = ~e PRI A T
ﬁ40% nf all the casesand 3% of Hirachpoung®s discasa (Daintrea’s Jignes 755)  ihen
E I ‘ :

|

] s ~ef e - - sopd - .
[thasa thrsa aymptoma ava conbined 235 of all caass had all whila enly 177 o Hirg-

.

chprungta digeanns had all, (Daintrse S97%). Diarrhcea i3 a common Tindiiny in

‘

azen of ”1‘xvh“rvn( 8 digeesa. It takes tuwo forma- mild -formn

bont of Aayn of Cﬁﬂﬁfi;ifiﬂn and tha othap form is usually savera (In zona
a tarainal evan%) diavrheaa vhich iag uavally sashnciatad withw’caraticn of nucosa
in ths eolor., {(llofia tuo of $ha pationts who Qdiad had diarrhoaa bafora thay Aiatd,

Diarrhesa in nacrz™l casas of Hirvnchprunz®a dissasaa $a'zag o hish toll of $thaga

: - "
casagae HeDonald as ol (1054},

Vomiting in 6 of tha casss led to the diagnecaaa of acute intestinal. ohstrue.

ction and emergancy surzary uwas indicated, otherwise it is an accompaidiment of

prolonged and severs constipation which is relicved by bowel amptying in neat

sagses of Hirschprung's dissass, Failure to thriva (5 casea) was Tound in 2 cngasa

:f proved Hirschprung's diseasa. Thig is a common finding in the population her
ind the causes are sundry. It is not a vary marked finding in casas of 'Ydispathic

1egacolon. Incoatinence of 3t00l yag amons tha group of 'othars®, Tuo paiticnt

.



< —————

15.

Wera latar proved to ba Idiocpathic megacolon and ons hypaaganglionesing Othnr

o

3ympYomsy wsra recurvant chest infect:

one {Coughs). Tt ig inporstani to eaphasziza

At 2 [

s . . . . . . . .
tha Sszniticance o /mptong in Hirachprung®s dissass in the disginesgs. Dypical

'

casead presant uith cciatipation of varying se yeridy and intermitiences Bill
(1757) says Jirschpranz's disease cannot ba diagnosed in ataenca of conatinaitien
Avrdominal distansion is essentially and logically a later devalcopment. In fact
groas abdaminal diatension may not be thére for axample in casea involving the
1letun and colon. Xt is bettar to digeuss tne variouws conditionn uhich in ons
way or anethce csgenble Hirvschprung's diasacae at tﬁi3~§nncture. Nivon {1966}

has attemptad tn throw aome Light and establigh soma ovdar in tha complex fiald
of thasa Adiseasaas. Briefiy, bho has on ana oad Hivachprung's diseana and Chazga's
digease ronresanting thosa diseasss which on histopathelozic axanination, shou

Perantiaiing

absent enngli calls of tha inteatinal wall nlavusasg, uithout Al

“I

extensivaly the actiology. It is known that Hirachorunzg'a dissans 15 conzenital

B . 0, . A : 0 . P, : i ols .
% aganslionais while chapga's diseass is an acquired aganglicnosis ™ (Chagsns 1909)

s - i - ) .
dua Lo intactien with protozoan Trypanacma cruzi. A% tha othar end ha put thesa
conditionas nhich, Lacaunra of ¢linical foalure regemble Hirschprung's dinaara,

L]

it on higinpathology have fnorndl? looking goaaglion calla in tha intazbinal

\.'1

¥all. “hage conditions hava Lasn deasecribad by nany 1uuq«,: and surazsons with

many narcn incivding PasndoHivschprung?s diceaca, a worleninad by daritsh (1053),

In this geovp may he included among othursa, tha Tdiopathic magacolon; tha mapge

asigimoid ayrvcdroma of tha paychotic wieribed by Krapf Y1654) nhich han pra-
gentation and complications mimilar ¢  irvschprung'a disaage; tha chronic ceaa-

atipation cagas as dascribad by Coakir nd Caiedner (104A0) and Intar hy Mi=an
O}ﬁ@) the gaprmentaldilafation of the colon of Suonson and BRathansan (1959)
(Hizyzortrophy Also found) lastly, bubt not %o orkauss tha whola lish, is thal
condition of complate sAynenic houel in nosonasal easea, (Niwon 1966), TIn
batuacn thuose axiremq cases agroup of cngag vhich shew all Xinds of aknormalities
(Morpholegiral) in tha panslien callas axist. 2nong thase ara thasa nroma-uva

infantc vhosa clinical piciura and indsed the radiological fealunvrag o In -ovrama

are similar He MHirgchprung's diasase. Thay haima normal with time Varhautba
o] T nhattta B e e ) P TR N T
has dascribed them wall., (Vauhantia 1973 and fnenear 1953), Tha physislogical

.explanation of tiasse casas and thair morphological uahaviour has baen n=all .

pronanted by Gkamoto and Yada in thair siudiss on davalopment of ganzlion calls

£ intestinal wall in human foe*tusas (Ueda & Okamoto 1967). They shouad the

N\

davelcerment and maturation of thesa cells goss on even aftar birvrsh,
. . - : + .
Tha oiher condition which falls in%o thes abacnmal ganglion calls ia %ths sn called

hypoaganglionosise Hare it is ths quanﬁity of ¢allas which has haan naid to oa

i

abncmal. Bentlay (1366) has doscribad thesn ganglion cells as those shich arva

£



g2en in Hirachprung's disease At the so=called *transitional! arca -
_are fawer in punber,Che Surgeons! intereat in these cases is bacause thov
at on» stage or ancther have been relieved by operaticns and because thay
preszant as cansas of volvulus of the colon.

Thair modes of presentation may difrfer with Hirschprung's disease in tha
time they appear in patients e.g. Tdiopathic megncolon may or may not bo

V. The histery and symptons are therefora very important

o v IS

assaciated with traininz a child to atco! and appears at that age when this
Y

It is my inpression that symphoms as anarrated by patients or relatives

take a very importani step in thd process of diagnos ivg all cases of magacolon

and Hirachprungs diseases An impraession made at the history taking leads one
to do the right investigaticns and may infacht help in refarrin; %e the right

gpecialist-nnits in the Ipapital and if it 98 in the reripheral hoasnital to

the referral centres.

-~

The Ape digtributhion of all wmatiants are chown in the two tables TII

ge
aandb. The yonageat patient was 5 daya 0ld and was diagnosed Hirachprung's
disease; while the oldest o7 the patients was 15 years Old. The Jatdar died
due to comnlications, but the diagnoais was finally nncertain at histonatho e
Lozy althongh she died of “"typical® coaplication of Hirschorang'a discaso,

The COIOn and sigmotd colon were grossly hypevtiephic and Iilated. The

N a

~deuu with proven Hivschprungs diseane was & years. The table 11 ¢y indictes
- W
!

how mary were seen yeavrly up to 2pd year of life In all c¢ases over half wora

. . - - . . ’ .
8een in the first year, It is warth not ing that over H0Y of Hirsahprnals
disease cases were sean after the first vearwhilad only oW varae Ghen da bheir

’

Tirst year of life.
Table 11X is meant to show a breakdown on how, after birth, we qnickly saw
the casas~ so a waekly tadle of cases. Oaly 4 cases were seen in the fivat

o os ' 8 . .
month (first % weeks) ard eonly 7 ences in the first year. A1l other cases

4 . . \ - P
(11) mwera so=n ather the firss 52 yal aza are the rroven cazes of

Hivschpruaz's disesse. All cases shov an ‘uersase with ages of the patients.
These btables would make lozical- semuercae i7 table V is also & an into
the discussion together with then. It tends to show, (its =mbizuity apart)

)

thie relationship between the onuet o aymptome as parrated by the reolativaes

or patienta and the age o7 the patiasuts, 6¥6 of all cases aand 51% of nroven

Hirschprung'®s disease had aympiows "since birth* At the other and 224 of

Firschprung'’s digeas cases "W~d sympions setting in after one your, 'The
ahrious deduction here is that incoite of anset of the symptogs of Hirscha
s 2ol A 343 ent 3 Nrese: at ot SR
< . o + =& verv earl eriod in l1ite the natlent: ; E
prung'a disease at = 3 . :
o Farvsy Fow sncorn were seen in the neonatnl aesriods.
ndlvatced staze of childhood, Very few casaes were seen A RS =



(1271) in his series of 155

that

Hiwvop

nacnatal 1ifa and thesa make

for intastinal ohstructio

175

cosea of 2gan; “]‘OY‘O is "‘")‘{: are in the
the majority of the admissions in his
n, Tt is %to he expescted thzt a sinmilar

too, and if not,as the figuves

percentase shonld be seen in our hospital
show then were are missing the najority of the cases of Hirschprunz's dlsease.
Tha fact that neanatal adarission forms the bulk of casez of aganglionosis in
Turope and Anerica rather than childhood admisiions for the similar disease,
makes the pattara of khe diseage as gean here diffevent ran Lthe nttern there,
Tha cansae for failure Lo sea bthe ecases in Lhe early Jife may be duce te the
ooplations ignorance abont the disense or the medical personnel's unawarenss
abont the disease or hoth, I think aganglionosis of &th2 inteshtinal is a lens
vell nnderatood dinesze irn the hospitals and among the propulace, forts to
edncate all conecerned is reqguired.

The suspects are those who dn not pass meconilim or those who pass 1%
ﬁnachqnntz]y (dalavad), Scme diseases are associated with aganglionnsis eg,

* .
Downts Syndrome. Cases of unrespéns

5

&£

and

Thea

ahr distansion

1671).

b
shon

with 1nming

3

investicated {Nixon

rost of these canos 1d take nn

Tt is only by early detection be’o

1ahalled

raediatricians

ive diavrrhasgaldiscasoswhich nornally presont

hoeuld

electrolyte iImbalence s ba fully

and Clinicn) officerswho sec

te of these facts,
re thesns patiants leave the mataerniiy nurse

saries and n“hw wards ip the £hild velfive centiwes that we can roduce the
riortality which has been pubt belveen TOM o 00 far aszanelionoais {Inalgar
1'-“-’&9; RBarnard 19503 I'ndian 1851). Trwenst iont of Hiraghnoanois Jiseasa
tend to be simplifiad wvith the bhatter nndarstanding of the ddsol se, The
contributiona by BGhreiroreis {1985) on radiological rela of diagrosing conge
ental aganpliconeses or any of the other allied conditions ceontinnes tn play
’
sipgnificant rois up to now. The limitations and mazrits are now hatior studied,
ModiTicatinons have been found to the bosic methoda = Swenson {(1950) has pmpﬁas;
imed the roli ability of radiology. Ha said a radiologist 3z able €o suanent
aganglioncyin in 157 of »lain abdominal arays,and, in his sories, by Ba envera
8L~ of ""-_.“:-:'3 wore Lizcnoced; shile in 147 o casen Xrays weea unhalpful, o
the cases analysed hore of thre nlain abdoainal frays m“; tontative diagresis
was made while 3in the 272 Pa en <fx,’*"’- in ”‘,Z af the ecassa the radinl-~i-ist
- I~ W e B

was able to say they ware ..u:;:‘;‘ iva of aparglionosis,

The limitaticns of Ba enena in diagngsis espacially in prematuv2s and
raonates has beaen shown by.VShuutﬁa (1973}, The wsimplicity of the nmothads

-

aa corpar~d to surgical methcds especinlly in the wvery siclk cnes, is worth
notinz, bnt tha darncers of water intorication and death has been one of the
ceutianery measurcs to be undartal-rn, Mhe enemas sive information that cannot
‘uﬂ-.;;i en by biopsy repocts. = The extent of tha agarglionic segnapt  and alse
the extent of dilated sezment. 3Wokh inforehions are Lapsvtanbt in the
anboacaont gn 1 panagenent of the oo o 13es & shads alopted




18%

tha vangrement (Vide infra)d.

imoression is that more use of raliplozy as a ireans of diagroesing

es nf conzenital aganglionosis or cther megacclen disewses should be made.

should Ye 3 losical use of these metnods ir 211 snsptcious cases.  The

other aethal of diaginosis that was used was rectal biopsy, 25 patients wera
done ractal hiovsvy in fthe conven!ionnl method (Swenson et al 1955; Nixon 1971)
excent %, Tr these 3 Ractal biopsy forceps were nseds The resialts of the

thres specimens were inadeguate for tha patholopists to sive conclusive dia-
arz nct

enosis. This method and punch biopsy popalar, Full thickness bhowal wall

g P8y I

ecimen has been the »opular method of dignosis. Ry

9]
"3

viensy only can the

bl
&)

arclionosis be demonstrated, for diffeaentiation of cases into the 3 gate=

.

)
o]
v

r ganziion cells = it must

v

. . - L
s - azanglionosis hypoaganglionosis and ’nqya]

i
we 4

.

ne anil dona pF°P9*1yoEjnpgy could also he done at laparotomy. The aims

©
e for diaznatic puruoses and [or establishing the length of aganglicnasis

»
3

in the sizmeid colon or higher by 'markers' for future traatment hy resection
(zh zszas irn the =zeries were done lararotomy and hiovsies takan, but in only

2 was the nrocedure prim=ry. Tnthe others the yectal biopsy had been done
and laparotamy was nobt fordiagnogiic purpases only),
~

Rerrtal biopsy is the only reiiable rethed of dias

-

ne=ia of gecanclionosis
LR ~s

=

and asuvecisallv in neoratnal reviod where radielosy is nnreliable (wenson 123560
- - -~ e s ’

Cne patiert whose glinical diagnosis and butop. findingzas ware consistent

with Hirschprung's diseaze was not at histology conclusively ding nosed as

sguch, Antons

v is ar unfortur mate method of diavsnosis, The d

e

scussiaon on

<

methinds of diasnosing Hirechprune's disease ard other allizd disorders could

rot he completa without sentioning other metbdds thoneh they ara not at our

disrasahla ot the momant.

~ectal nressiure studie features of casas of

aranclicnesis, The mpihind anre. centroes after the

initial studias hv ] MYixon {1967)Y. ‘The easiress 6F Rhe waihod might
3 SN &

rrnhnh]y maka it ropuiar, bnt rore studies will be roour 1 in onr centres

heee,

ipctal bhinnsies by suctier method is anchher more ropniar method In

jeciman consistas of myronas and subrugosa ard ex'udes the muceular

layers and 411y histechermical stains nre used hesides the ordinary staining
5 s :
y . 3 > ~ £ . ;s -
meghads, T mathod res1ires vath, orists menvarsart wit! the interpretatiaon
[ i s t

- F PV

1 sall Yavers [(Hehlait =aud Sanphall CHLA Y

reau irire only thase howel wall _ayers lehlai i ks 3,

3
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3

Tt is agraed that the method is less trauwatic to the patients, Howaver,

i%t requires special inatrumenis and experiencs in ins us

£ 4 can't bHe completaly and wholly

1

The methods o

the iwnorbtance of raic
I

-

o)

disenssad i thout vh

Txamgatior and hiagtory in the discnosis of these diseas—s. The use of t

o

o

e5e

o

nethads is even mere sizud flcant ir our caunantry svhare nout all hospitala are
exposed to the special a1rd even where they are, the cualified

nersonval ko interprefo them are scarce or albszent,

The investigaticona in all 35 cases led ko the confirmation of azanelio-

nosis in 18 cases; idiepathic megacolon in

LB ]
~e

hypoazan;lionosis in one which

~

1aft our 11 cacos anconfiraed (5 were lost to follow wup in surgical Clivies

after they were referred hy Paediabriciansg

N

patient: were Jdizsnersed nas

Jowsi= Jna died hefore biopsy (MO, P.M, was done) npﬂﬁked for calostunmy
.

a biopsies buft the Jatter were inadequate for dingnosis;  One was done anal

dilalation and the other is schadnled for operation a% the age of ona rear.)

Th the follow up clipics, sttendances nre mwainly by those who still have

colestomies 4 of agancl enosis and three aith unconfirmed disgansis =o far)

G
. 5 ; ; : .

and nost of the aothey aupear in Ehe Wards with variasugs Jomnlications, Tn

gereral s {olJow np in joede-uate to agusss bhe effertivann:d of oparative

ki 7 ¥

mapagement irn Hirgochorvung's disease as well as drug therapr Sn the cases of
s b4

idiopathie megacolon which have heen so mznaged, The overall analysis of a
all enses whe were diapgrossd, by one method or another, indicates anrhain

failures in the py=temn either tha referrsl of cascs or even in management.

Many experienced workers in this field say no pationt suspected of agangle

i
itnesis shonld o home without confirmation of Aiaegnosis or even

> treatmant
(Mixon 1971), This is » lozical starce to take in all cases of aganglionosis
or othar allied liseases, The treatrent and subsequent mansgement 15 detare
mined by the final “dingnasis, The seariousnress of the diceasa (agzanglioncsis)

without sur;ical treatrent mast he vnderstood, The disanzearance,those eases
- ’

who a»e soant

¢ommron in this hospital and country, Thereafore whaen Ehe patient is First

I 2 7

sear he should be fully investizated and manasement plannad accordin: te the
rrinciples of the asurgeon in charsa, The athor di fferentinl diagnosis cntere,
taived in so0ome cases were meceoniwm gleus; faecal impaction,; foxie aesacolon

at

u
volvulus and malrotation of the cuk. 9 natients weare diﬂgnﬂ%odAlnpa;ﬂth5ES.

T

The table ¥I1, begides, showing the final diagnosis shows alse how the

= i
rases were manased, In the 18 proven cnses 11 of them wera done definitive
operation = all of them Duhamel's oparation, Tn all the eases GO ware done
.

preliminaty colostomies . Two cases wore done myomectomies (One hyprasanzliontic
v
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caze ard ons idiopathie megacelon), 3 c=aies of idiopathic megacolon were

mapagz2d on madicines cnly-

Colostomies are indicated in most cases of congerital agang

a teaporary measurs excegt in those cases who are managed by p

—~

r
tive eperations, Zolostony Is also indicated in those cases of idiepathic
t

regacelon whars signs of intestinal obetruction are found, TIn

>

.‘3

QO

the colostory is 1ife saving and it may ba a temporary measure and in sone

i

cases 2 nnﬁ<:ity Tav 1life (Ore of the cases was in laktar category) with such
ohvions irdications, then;, the problem of the atterding surgeon is not the
indicatioas, but the appropriate site for the celostomy in a patient, It is
well te cantion that colestomy operation is net a small operation considering
the type of eases the szurgeon is dealing with, A pooriy placed colostomy may
malke definitive snvgery tachnically diffienlt, A treacherons coloslomy .is

tkat pl aced in the 'tranaitional’ segment where gangiicn cells are scanty

“

and bhowal notility voor - the colostomy deoes not wark adequately.

In 18 csses of those who had colostomies they were sited at the right
gide of the transverse cdon. This site has been claimed to be ideal, but it
has also been argued that in neonates siting the ”olo“uomv’thvre renders the
ts due to disuse

diatal erd less well daveloped especially the wvascular compcnen

atrophy. At the time of dafinitive treatment thare may bo difficulties in

bringing dewn the coclon for anastorosis, This is logical, but practieally
the difficulties have besn overcome, Tn 3 cases the colostomies were located

in the simoid celon, The method has the advantage over the above in that
the whole functioning colon is given oprortunity to fully Jdevelop, but has the
r

o

has to be dismantled. nt the time of the definitive o

= 2

disadvantage - that i
*.

ion which is not normally done in transverse cclostomy. In rcases of total

coleonie aganglionosis ileostomy is indicated,

-4
Nixon (1971) hasg discussed thoe mathad of doins colostomies in childsen,

The cclostomy should be shitched mucasa "o skin and net to use loon-and-rod

mathod due to its subseguent complications in children, In all cases of colo=~

stomies, regular anal dilatatior is mandatory to keep the anus patent for use

“in subsequent anastcnosis.
>

The definitive treatment for Hirschprunz's disease is surgical operation,

Many forms of definitive trsatment exist and they ali have th=ir own proocnents

and eppon-nts. The choice beloncs tn the surgeon depending on his experience,

Tn all 11 cases Duhamals operation was done .-

(Puhamel 1860), Many other which ona could chinose from are snech as the original

$ - 2 £ v s
ona = 3Swenssn's pull-through operation {lwensor 1949; Swansor 1350); “oaves

: { ¢ 3 A > - e N . <
endorectal submucous pull-throngh (Honve 1G64) :wﬁanq cperation (Martin 1952)



Statas operation (state 195°) A1l these have a common dencainator that the

the narrowed segment is reseated or excluded and continnity is estsh

hi7 Aanastomosis, The different warys in which the anastomosis is ef
what conterihntes to tha difrerences in these methods. Amocz thess tha duls-

meld® osperation has been claimed to be less dnvolving than

nical difficulties apvart all thase methods are essentially the same, It is
tha experience gained when one surgeon uses one metnod that datermines the

!

chaice,

Te methcd which now has been veory mugh favored. in selected cases is

the nyonmactony or (2 cnses hsd this). Sphinderectomy. (B.Duhamel 1956; Bentle
1956) 1In the two cases this was met with success - one case of hyppaganglio-
nosis, In scme casesof idiepathic megacolon »nd in these cases of Hirschprung!
disease who show, on Parium enena, the terned " ultrashort segnent' aganglio-
ncsia he also manages those with aganglionosis of digtal third of the rec

by what he called P,E,A.R.M. (posterior Fxeisional Ano Reckal mromectony),
Th this, only the internal srhincter is excised - a striv of 5 mm width ana
10 em length extending upwards to the rectum, 7Tt is said that by so doing

he has not only caured these cases (follow up of 9 yvears) but made a diapnosis

of *ultrashort® segment thuas.
~

The method in selented cases has been found successful and requires

trial here in those sclectzd cnses as it is within the capabilities of the

inexnerienced surgeon (in the othar methois) and it is enrative. Two ‘mpor

*

a

aspects of maragement should be menticned. 1In thcse cages who are found fit

-

and have aganglionosis to 4o a cclostomy as a praliminav measure awaiting

‘Jafiritive latsr i3 the method adapted hy mary surgeons, but it hag Yeen

argnad khat dir fif children ons could procsed with defiritive surgery nftee

v - . - . ¢ ~ & L
nacesaary colonie prepacationg without eolostomy firat, Swen=on {1250),
advocates vﬁTnﬂﬁcﬂy ard later da. Tinjiive ouaration. For neonates with

e CH) . Ty s 31 . : N . .
enterc~nlitis, whirsh ic tho killer in Wirachprung's disease, surgery, is co

contrrindicated. Accordins to his exraerience nedical treatmont should be

undertaken, The mortality in neocpratal period when nne stase definitive
) is
surmery is performed,prohihitively - aigh.
¢
In this zeries of cases, according to the resecied segments of the »
calon the 'short' and 'moderate' segnents were the cormmonest, (G20 results).
Zlee where cases of total celcenic sganzlionc=is have bren =zeecn by the dactors

hut with dimpreovement on eselection and Aiagnosis of onr casea in neonatal

period the problems of lorc or tots) avangiicnssis of colon and ileum will be
Sezn i
. : : . 1 : . » . -
A ctetio. #n ingenious oparation 'as been devised by Martin (Mapstin 1972). In

the operaticn the aeanglionic colon ig vtilized for jta absarpbive purnoses
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and is not resected. A long side~to-side anastcmosis is made between the

13 Fun|

aganglionic and the ganglionic ilaum, th

)

latter bheing useful in effecting

@

motility and propulsion of cantents. The method has worked suceessfully in

an accentaktly larze series.

& o = -

Hirschprung's disease has a high mortality when medical care is scarce.
The mortality as statad earlier on is high in neonatal period where figures
vagy frem author to author and country. to country. Nixon (196%) says the

mortality is about 50)% or higher at the neonatal period, tate (1952) said

D"

tefore the antibioXic¢c3 the mortality ranged from 3775 to 79% r figures

are even quoted for this disease. The cases who were seen in the hospital,

3 proven cases of anganglionosis, and 2 with inconclusive diagnosis died.In
cperated cases (definitive) there was not mortality and the mor&%iity in form
of complications exparienced in coqge of total management (in diagnosis colos=-
tomy and definitive treatment) are relatively low. and are no more than those
met in cases of laparotomy for other conditions. Inspite of poor follow up

the succass of the manaﬁement of these cases was obvions at the tima of .. ...

digcharze from the hc tal. The caw-ses of mortality in cases of Hirsch-
, : s 10
prungs disease is severa enterocolitis. These cases are managed as gastent-
> ) A

ergtis but the condition is recurrenty and this is where the diagnosis requires

L S

suspicion rather than lcoling for ftypical symptoms. Those who have long segment
LS

aganglionosis which at times includes the ileum have even higher mortality at

best of the hands - praa¥er than 659 (Mrtin 1972).
£

.

The other cause of mortality which is iatrogenic in nature is at enemas
to evacuate the bowel, Before the hazmard of using scap water or even - 'ordinary
water for rectal enema was realised cases of sudden decaths were many, The

explanatlon for this 'is that water is introduced to the colon which is dilated

and so infseased curface area for a bsorption. ithen the child strained even
more water is absorbed, They are said to die of water intomication or "“Hypro-
-4

natraemic shock"” A sinple water enamas is contrandicated in agangllonosis

(Lilie 1969). The cana prinsiple expains death after barlumenema where much

of the substahce is inshilled into the dilaten rectum. or encma 'normal'
e ST L S

saline is recomnended,

Due to low mortality in definitive surgery in cases of aganglionosis it"
has been said that no child should be discharzed out of the hospital without
definitive treatment or a colostoay. (MNixon 1971), Swenson (1950) says in
neonatal period the children should be sent home on coleostomy uantil they are
9-1% Kg. in weight. He also argues that in thcse who present with symptoms

cf intestinal obstruction,if the diagnosis can be established as aganglionosis,

they do not requie emergency surgery. £15% of his 20C cases required emergency

1
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urgery. @n this series 23% required emergency surgerﬁ Cn the question

f age at which the definitive operation should be done (without consiclering
the 1eight) State (1952) has cautioned the somatopsyhic conaideration when
ealing with these childrea., He emphasizes that these children preent with
pergonality and behavionral problems. This fact, then calls for dealing with

<

aganglionosis .as ecarly as the child is physically it to under go the operation,

Hirschprung's disease must be diagnosed or suspected as early as the
children are in a mateirnity nursery. The management nmust start then. iihat
ever methed the surgecon adopts no child should b2 sent homs without a diagnosis,
a temporary measure or definitive operation having been done. It is by so0
doing that the mortality attached Lo this disecass without propsr management
could be reduced. As Nixon (1964) has said it is only those with "mild®
aganglionosis who make it to childhood.

+ SUMHARY,

An analysis of 35 patients seen at The Kenyatta National Hespital over
a period of 5 years has been done. 18 cases have been shown to have intestinal
aganglionosis of 'short' to moderate' segments. The incidences in S2x and
trite have heen analysed and sex 1incidence found to be equal to other
series. It has been coucluded that inspite of only having 5 tribes in the
. gertes thereg is no reason to assume that other tribes not represented do not
suffer from aganglionosis. The prevalent praesenting symplems have been shown
to bYe similar to those experienced by authors in other series and thesas are
constipation, abdeminal distension voniting. Diarrhoea has not been a 'rem-
arkable syaptewm although its importance elsewvhere has been emphasized. In
the ‘investigations the available and used methods hava been shown to contre
ibute to the diagnosis, tha important ones being Ba-enema and rectal biopsy.
In the age incidernce the disparity in time between onset of sympfo ms and

N 1
v

the time the natients“seek help has bzsen high-.ligzhted and has demonstrated

¢t

ne patten of the disease as seen

that this forms significant difference in X

=

in America and Mrope and as it is seen here, EaphasiS has been put on

o

early diagnosis to cnack on nartality associated with the untreated cases.

The analyses has also established that although there are many diseases,
allied to intestinal aganglionosis "idiopathic' megacolon is important here be
where 5 of the 35 cases were consistent with clinical and histological diag-
nosis. The remafﬁg unproven cases, though symptomatically and clinically
shoan to bhe agnniliononis or other allied disorders, were unfortunate failure
and that this should be avoided by all means. 1In the analysis of methods of
management it has been established that the mortality is low or absent except

<

in the poor risk cases. (3 patients ocut of 18) and (in all 5 out of 35)
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The importance of colostomy in all cases has been shown tc be popular while

mycmecinmy has been dene successfully in 2 cases.

The importmnce of clinical examination and history of these disease in
establishine the diagnosis has been borne out and emphasized and especially

in cur circumstances in peripheral hospitals where specialised facilities are

absent.
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