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lNTRODUCTION AND REVIEW OF LITERATURE.

Hir3chprun~'s disease t~-rlay goes by many nn~es ns the disease

ha a b eon u n de r-ut o o d a step better than it was ninety years ap;o when

Hi r s chp r-unx '''!rotcon it; "Conr;eni ~"1l megacolon," "conp;eni tal intestinal
'Ia~anf;lionoGis are sc~~ of theRe names. However, Hir~chprun~'s disease

<'\:; nn ep0n:r;" r;P0m.s not o nI v to have vr i t hn t oo d the rest of times hut

also to h~ve hrol1~ht in less confusion on terminolQ~ies on the disease.

In f,~is p~per llirschprung's disease will be used to mean the sa~e as inte-

stinal a~i1n~lionosiR as it is understood worldwide at present.

Con~enitnl megacolon tends to limit one to only thoGe cases where the

ap;anglionosis is found in a 'short' segment or"Long' Rcr;~ont of th~

di~tnl colon or rect~8 Jcn~in~ to ~ilated colon proximally, but it is

k n ov-n t-h,lt cf\se~ ex i r.t v.he r-ohy the tlr;o.nr;liono~>isextend" to inr:lude even

tr'.C' ilenn pr.o. hence no rrc r.aco Lo n ,

I t ha s r' e e n c 1a i me <1 in 1i te j.' a tu r e t ha the for e (1R 8 £)) \'l hen

Hi.rGch1"rnnr, presented his T1npcr on congenital :;,e~acolon, more than

twenty papers had been written on the subject. Net-able nmon~ these

v:n.st h a t by a Dutch Surr;eon Fr-e d or i ck TIuyschii vrho wrote it in

Latin in the 17th century.

Hor-e ve r , j t 1"1C1S to Il i r-achj runt":(1888), whose c La s s i caI treatise on a
-.

di s ea s e which \'I~l.G La t o r- nruin-lafter him ~,hnt ~he cr ed i t ',7~nt. HiG

pn~er rcferrerl to hi~ clinical cxpcri0nce and nutoPGy fin~inRs on a

co nr-on i+o L di s car.e ur. i ch rlRs c hn r-nct e r i z od by ~lip;h rio r t a Li t v in c h i Ldho c d

nnd at autopsy, a dilated ann h:,pertrophic colon ',7a~j a no t a bLe feature.

He also Gf1irl there W:3.S a distal nnr r-ow 1j("!(~ rne n t of t.h e t101 n , He

fO('·~';Gerlhis a t t ent i r-n ,-:'-0 -':r~ed i Lat ed s(?r,rlont wh i c h he cLa i rae d was the

pr i na r-y 1e G i on. For r.an:,-~fcnrs people t ho urtht the nr i ma r-y isease

\/0.8 in the hypertrophic: di La te rl l:-~e~l"'1unt.a nd the pa t ho Lo g i.c inportance



.suu~estior.of the neu r-o geni c na ture of l"1e£,;acolon',ms made h'T ':2it~el1901.

He slaime~ he had noticed some abnormality in the intramural ~an~l~on cel\s

of the cnlon, in these cases. The same trend of thou~ht was taken by

Hawkins (1907) who ar~~ed that with6ut a ~emonstrable mechanical

ohstruction in ~he colon, the disease was due to neuroMuscular defect:

The infl~~'ntory nature of me~acolon was claimed by earn_ron (1927). He

sai d lip. h~tl (If't~ctedsome .i nf'Lammat.or-v cellular destruction of the

.i nt er-nu scu.lar e;Rnf,lioncells of t.he colon.

Et~el(1937) in his series of 8 cases described absence of plexuses in

the to taI distal colonic wall. 'I'h ree years later, Alvarez (1940)
(.

r-er onab Ly nrc;uerlthat what Ili r-a chpr-u ng had called primary lesion
I'

(;T"p" rt?phy and di La tF\ t i on ) of the colon wa s rne r-e Ly a secondar-y ma ni festa t i.

of }O;:;R of f'unct i on hy the [';nnr;lion' ceLl a in t he distal colon.

In t.he late Forties most o f t.he present. lo[';icalund crs tand i ng of rnt ea-

~hitchouGe et Rl (1948) put tn li~ht the principles ~uidin~ th~ ~atho~hysi-

oLo ni c arid h iistopat ho Logi c un der-c tand i ng of Iii r-a ohpr-u nrr'<> ,1i"case: In their

seri es of cases t hey consistently dernonst r-a ted ab. ence of gan~l:i.oncells of

the r~ttprhac\"S and r:eissner'h pLexun ee and aLs o hyp"rtronhy of the nonr.lye-

linat.cd nerve fihrcs : These nrc the bRSis o~ pres~nt d~y modes of di3~nos

n nd + r-e a t.rio n t ••

The fiur:,.icRlrnancs errent of caeea of Uirschprunr;'f; di seas I'l[1S p i oneer-e d

(DOCllFcntpri) by sur~0ons likr. ~aunscll (189~) Anrt Treves (13g8). The

In~ter had rensonerl out that tIle ~olontc dilatation WAf> seronrlnry to spasm

of the narrow ser;~Ant and so he rcspctr.d it ou~ ~nd anastomn6~i ~he ~

e"1ds~ (,tis r-a t i cn t \"laG seen 67 :rears later; Dd.~ntree 1057)"{

The sllrr;ica}pri.ncirles of tl:0 opf'r.'lti.onrione for cas~s of Hirsch~runf'o

Resecti.on 0: the



proposition and to-day ~any modifications of these bave be~n fornulated

to suit the clinical and histopatholo~ic fi~ninrs.

To-nay ~he treat~ent for Hirschprung's dise~se has been perfected but it

is fel t by riany that as far as aet i oIogy is ,'oncerned we are still in the

realm of specu~ations - hence aninal studies are tein~ carried out to

try and eLu ci da t e on t his pr-obLen of the real cau se of agang Li.o nos i o , ;'!i t}

chi cken enbr-v os ~\~lt.('~Cl (lC)5't),Hunan f'ea t urs es of different nr,es (Oknrroto

et al 1967) nn~ nith Mice - (Piebald lethal Mutation) Lane (1966)-all

efforts are bein~ nonc to shon the cause why either the ~nnRlion cells

do not r'i~rate to the agnnRlionic segMent or if they do, nhy they do not

develop normally.

This disGcrtation conrrises of retrospective review and analysis of those

c3Ees seen at the Kenyattn National Hospital, referred or see as new

C~3rSt ov~r the period (1973 to March 197Rl.

ThR analy~iG and review of these cnses is meant to show that Hirschprun~'s

ciisease is not as rare as it haR heen mentionerl in ~one pnrts of Africa

(Katz 1966). ThoPCh the work Das rlo~e at the National Reference

Po ap i +aI and therefore dealt wi th Gclcctcd caaos f r-on t ho whole of Kenva
• v

the reflection on the trihal di atri brti on which is nna Ly sed may sho w the

na tiona I ioportance of Ili rschp r-ung" a disease and the o t her- related

diCCC1.GPs.
.f

In t':e ~issp.rtation an attempt ~S ~ade to nnalYRe certain aspects of these

dise23~S nhich are also co~nnred with so~e aspects as seen in Europe iind

A~ericn where ouch time hns bRen studied on these diseases. The ages of

~~e -:-atientsat the time cf presentntion ~nd the tine thp Synptor:1sare

thi")ur::!tto be of si rmi f i canc c by parents or ,l';uarctiar.sto require m ed i caL

consuI ~:1tion are r-evi ewe d , This asoect is imp rtani: 8.6 His.,chrrun~~s



disease, bcin~ 3 con~enital disease, the symptoMs start early in lif~ -

neonatel period. Any factor w~ich may delay early medical attention -

either in failure on the part of parents to appreciate the

~i~nificance of the symptoms,or,also failure on the part of clinicians-

to appreciate tile siRnificance of syoptoms and signs early - contributes

to the no rtal f t v in c aaes of Hir.';chprun~'B di sease early in life. The

r evi en of sY:1pto~s a nd s i rms and the;.'::r.inpo r-t an ce in di ag no ses of the

.cases i~ conpared to ~hnt is considered to be the important si~ns

and sYDptom~ w}lere lar~c series have been reviencd in Europe and America.

~here other symptoms andsi~ns pertinent to the review~d cases her~

have been found, e~phasis has been put for the henefit of dia~nosis in

our conditions.

Tte tribal distribution has been reviewed with prior 1lnderstanding that

any diaper ity may reflect not on the rnrity of the disease among one

tribe or nnot~er, hnt on the ~eo~raphic ~istribution of these tribes

in relntion to the Kenyatta National Hosnital.

The ~ethodG of dia~nosis in all cases have been analysed and the Mana~ement

of these cases as ~ello In Kenya the n edi ca L care distribu tion is limi ted

by lacy of t.r-a i ned na npo ae r to diagnose and rwna~e di aeass e a pp r-o pri et oLy ,

Besides the scnrcity of mAnpower , dia~nootic tools are also scarce. It is

rri th t hi s un dc r-s tand i ng that. I hnve r-e v i owe d the r-o I.o of the ava i LabLe
.,

neans of dia~nosin~ nirschDrun~'s disease as veIl as otller relaterl

di~orders in order to empbasize which tools could he used effectivply in

rlia~nosis. ~ith so cany foros of sur~ical mRna~ement of Hirfichprung's

disc<,,,ebei ng do curient.ed in Europe ,{nelAMerica, not as many are easy to

admi n i a+e r ,
.~

The simplicity of a surrical operation nay hot cean cf~ective~

ness in curin~ n disease, hut assess~~~ all these forns of operations

in light of the available data on the diseR~e ~ay ~ive bett~r plannin~ for

trBinine personnel on the better operations uithin nvnilnblc rrn~3. It is

attempted here to review all the Rvailahle dnta nnd to conpnre the nethods



related ~iseBses. The tec~nic~lly pORsihle anrl pffpctive methoris

that are pr~ctised here have heen reviewed in literature and

hriefly di8cussed.

The mo~hinity due to Hirschprun~'s disease and also those ot;ler related

rlisease is analysed and the mana~c~ent and non-~ann~ernent of these condition

I have attempted to show that thou~h Hirschprun~'A disease ~s

believed to be uncom~on, the rarity of the disease is apparent and that

by better unrlerstandin~ of the symptons and signs hy the populace, and

therefore early presentation to hospital and the same undcrst~ndin{"; by

the clinicians will wipe out the notion of the rarity of HirGchprun~'s

di[;cns~.

Sioilarly I have trierl to show the existence of other obscure conditions

W~OGC clinical presentations are sinilar to Hirschprun~'s disease a~d

they nun t be excluded in the dinp;no/-,isof intestinCll D~i1nglionosi[J Of>

their tr~~tneht is not necessnr~ly the Gn~e •

..



HA'rERHLS A~ HETHODS:

and thll ;:o..llitld conditinn3 W:\S from Th~ l{~nlr\.tta ~lation!1.l Hospital. 'i'h" !H~l'i('\ct

of ntll:ly of th"l3~ '::>,8e re co rd s t/aFl from 197J to 1978 (llnrch) _ 5 :!e8.t'f. ;.\PP:'IV~"

h:\~~l~·. '.2hlJ ·:)t·:,·c1yincll\d\~d "'1.11 t ho ae C'lfl~8 uh o wero ciiagnOG8d aR HirfJGhprn'13''1

d·oA r: ", or 1:":~;lci'1()n by 2-'1.,V of th~ pXlatini1 rne t hod a , 1<'or t h e ye a r- )9?1 an.t pt .•.r~

of 1973 a I I C"'~"':·llll.m in ·.ho Hosp i t a I a:111sll:lpectl!d of n~r~.v~olon \lI3r~ int'-)r'Ji-

l'ned Cl rc1 "..•.,i··,.;,) J)'):\,flf)i',,J_l:;, nn.l ;n'rf)nt,j.(~i\t;ton dO'lP. in cnll:Ji')or:\tinn u i th t.h~

('1)1·,:1"l-:-.:'.nt~ i ,. r') '~'~~0 or +.10, p.q",j on,'.::. ~t" ~-j.''1'i'y, tfHn'~f()l'l~ 1 0!1Ccr'lP''''.'J80.,) :'l(~~()_

In .hf3 f"''\!1.1'ynifJ, ~;'1Xt t.rihttl dir.:rihntion, the p,"cC:·3nti.ng :J.Y1'1ptD~ s , flfj/)

diet ru bu nt on f'.-:-; p:''':1r;ntn.t.ifln, ti.::1"\ of 0l"'1t of 8'yr.1!'t.O~'UfJj methooa 0~ ~,W1/J ~iB:'.tii)nR

The (b.~(;no.'"lif1 A.n'l fo".'~'J of tr.f\Ht.rn,--'nt IIO~"\ :1t.n1iAd "iTHl 1l1'c)fJ':!T.ted in t•.•..bu Irvr )'0":;)"
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Rene~tion8 at definitive Burgical treatment indicate thAt tho major~ty of

the ca ee a hnrl tlhnt. is called 'short' p,egmont neanBliono$;:;' Cnly f i vo he'd thl3

resected Sncmenta of colnn meaBured 20cm. 11cm; 13cm; 16cm ~Md 5cm.

AB~ociRted ~oneenitRl anomalies in all th~ case9 inclurled n 8inele caRB of

mairot;).ti:m of the H/101e eut• r·!any had preRented wi th diverse conditiono no rma Lly

ae s os i a t ad ..,ith Hir'1chprung'o di8FH\~~ in C\. seconrj"l.ry r-o lo '- rl~c'lrrent che s t i nf'e c-

tiona (~) novara di~rrhoe~ (~) Septicaemia (2) A CRse of Mne~cnlon p~ sent~d with..
vo Ivu l i s of s i gmoi d colon and volvulus of the ..maLl intoG~inc u i th gpt'''-;>:'(r'i,) to
.,hi. ch she e uc cumbu d ,

Out of 18 C'lGeFJ of proven Hi r'e chprung ! a disease 3 died (Hortali ty of 16.7%)
In sll caR~9 of nAg~c~lon, 5 patients died (Mortalit~ of 14%) ~

No operative mar ality was found in thos6 done one form of definitiv surgica

treatm nt or C'''lothnl'. .3 of thn 5 uh o diod had been done 1<>.parott'lllY.

CnCO I ,T. c. Af~e 2 \1~ek8; Ad:i.mitted twi ce as a cu t o abd ooon ~ 2nd time Lapar-o-.



tcmy ?n,i b i npny d one also co tostomy. Had Durst abd onen , SUCCl mhcd 3 days

Pootop~rativ~ly. DiA~nooi~ Hir~chprung'8 dige~sa prov0d histoloGicRlly.

Cace 11 D:I. Age 10 mont h s , Child i1ith poor he a Lt h , Done rectal biopsy.

Devsl opod e!?vered aa r rho e a and d i ed Dia.e..r:osia. proved Hi r-echp r-ung ' s d xne ane ,
"

Ca!10 i-C~,IC n. Age 5 d3.YI'l.

Had fJepticaei:liaat ndmi s s i on and acute abdomen. H'is t.or y suggostive of

Hir-schp r ung ' a d i s e ane Laparotomy, co Loa t.omy and biopsy done. Ope r a t i.v« findings

co •..s i n+e nt u i t h Ii i r-nch ,rung':.. d i ne ane and p r-ovan h i a toLog i ca Ll y , Di/ln 2 days

(;aS8 IV TIt. l?~il\prA ora.
Conotipatnd Ginco childhood tlith houts of diArrhoea prciviAional diagnosis

of megacolon in toxic <')~.R.toWHl me-no. In tho t1Ard developed acu t e abdomen, at

laparotomy hypertrophic colon with volvulus of siBnoid colon and ileum and

gang rcn ou s $~[;m')nt.(J. 13i'1jpFlJ'by forceps 'I<'l.A not con c Lus i ve at h i s to Logy , Rese ct.

boue I s houe d normal ganglion cells. Diod. a ame day.

"Case V (J 0 So) 15 yare Old.

Ad rlli'tt id ~i t.h hiotory· consistent with intestinal obstruction. Ha.d long

standing history of probloma wi th omptying of boue Ls StnCA birth. Provisional

diagnosos of Mogacolon mado. Dovo1opnd di~rrhoc[\ in the ward and d'ed n day

At au t op ny s t o r-co r-a I u Lce r a vn [;l'l)<lqly dil<'.tnd and hypertrophic colon tiith

pe r r o r-rvt i on of borre I ua I L and per;;. ,c~l':·I,.ouncl.
{:,

At hi nt oLogy :tisnu')s ue r e too au1;olYClJ.~o of any d i agno s t t c "1\1 t'\.

DISC'.'SSION:

HirfJchprnnf,te d i ae aae is among thosf\ da ae a se e i1hich 'v,ere that ght to b

( ) . ~r~re in Af~i~anf.J. ShophArd 1966. K~t~ 1966 , hut it ha~ never boon con8~dred

entirely (I.l-~cnt. It in on o OL tho ne (hf11i\~J,)8 ·lho')a mo:-ta ity in hoon'\~.\l lira
.,

and chi Ldhood i:J 80 r": ->0ll t.h",t. :\~; tli\Y ~,) i~nu.~ht to be ral'p.. Ind~~d t\) inct-

d euce o f a dicO:'.flG ('21'\ c:11y 1;:) d o.•..A'::1i.n~(t h..,. p r ope r recording n": [\1, ~'10:1,' in

honpitnls C'.nd t.ho ne cc on n'; f'\lto:!)r.y, :1>t f'o Ll.oua , then, that th'3 10'1:3 n'\~Op3y

diegnos's ~re M~ne thA loon tho \nci~nn~A of th0 diaeaoe. Thin in ~ll~ ~~~~B of
affairn in our (~onntry. It uou Ld bo fair !.\~ th' 8 nomen t to OUPPOOf} t.ha"; Hir3ch-

pnng'~ dio RBo'e incidcnco 'n oinilnr t BnYlh ro A se in tho ~lO ld. ~~i~

fact C,\I1 only 06 con c Lud d by ad, lm";'j ntatiaticn and a t tho ncnen t , tho abov

auppo s i t i on uo rkn an a cn!)oLt...",r?>, for p Lan in-; on d r agno m n , invcstigntion!J an

C2ano.gCfJen"t. Tho ana.Ly aa n on tho 35 C'liJC:J uho IlO:'!l ne e n over a p e r xod 01 5 yoars

nt The Kenyat t a national Hoopi tal in n.lImt to CG'1parO the findingo hero nd 016

"-where iho r pl('.n~ng for this d I n ,8.80 !tan b•.en don o and perfectod.. \



13.

HirschprlU'l""en i3~n e iF.! COf.1ps.t"-rblo tilth adult lifA, b'li; i"t~ ~ort,'\.l·t..v

n childhood is very high (nira~hprung 1886) t·f1thout surgical opo r- •.,.,tion. r.!h"

!dgh nortaUty hag been n .•pt\£Iizfld by: Z el:-.cr t a I (1948), Bu rn csr-d (1950);

nd Bodian ot Rl (1951)0 This nhould be kept in minds

Inta~tinal aganglionoA~3 h? _beon riaid to have ~incidenc6 of I in 20,000

-30,000 Live b~;.'thfl (Docban ot a I 1951). Bur-nar-d (1950) o' timatod that for fPJery

1000 li'IO bi r thn () C:-\'j:'1'l h-r'. o.gCl.r"l~·:')n no a, ul;hlJr nntif'latns ar s !)Vl3n h i gho 1 in
.J .

5,000 (Dcdinn ot ,,1 19113) (. Ht' oi·~n0.-~,icn in such that t.ho r-o i.a no r-oa-ion to

euppone ;:>. 'lY d i f'f'c r-cnt 1:1f,ut,,'1 f rorn tr.~HII~~il on ntatioticn a ro bettor th ours.
Table 1~ In +he Hl C2.QOO or. p r-ovo n i.k'l-toBtin~\J_ 'Ll3[\ng1ion~3iiJ I'D- ~ prt'Jct.t)nin::mcn

lias £wicient l1:F '" B:X. (16 !'nl.on a·eainfl1'-, 2 fomalos) Thill ria Lo p rod on i nance hB13

al oo be en fouon. in nthnrc-')rio3 large and r;1l1E\1l 'McDonald ot a I (195..l) (H:F 15;1)
'rl.-CJ:Qjl1951 (l~:lt' *37::3) Hhit~hollse at al(19413) 11;10' II< 10:1. Tho ecccp t e d avo rugo

Sox rntloB 'b_M:P of 5:1~

No hunan r a ce is rr-oo fr.om .in t e s t.Lna I aganglionosia End ~)d. ngn.nglionooin

is not conf arted to tb~ ht':nn 'ac~1 a Lono , A aimi Lar def'e ct h (3 been fonn in

mice «(\ a t r a i n Pa oba Ld 111Jth,,1 nntnhon)~ Lanr)(l9I)o). these Bt~inB of ru c hnve
I'

piernent do f i ci en cy n:1(1 1 v.V bocn in"o.1tig·'" id I)"t"';v'.lnivnly an t\t~ !'1_'" bo ·.r., nado

to drc'..1 ~ny pa r a Ll e I he t.ue en mice .-nd 111LL:1r: in rc)~l.tion to ag<~nr.lionot1in 7.. 'J.'
iopor~,;:\nce of astabliflhinr; tho ho r od x t,G)":'; ,~8fi ci l1CY 0": ganglion ce Ll n f1::-Y 1',)

"-' -import~nt in marital counsellina. Tho p~wt~rn of herdity ha not hoon ~n.Rb
. "

liohed in humane 20 in pi(lb2.ld mice i bl'\~ t.h familhl t ervtency of tho dinG2.03

io a recogn-'.o3d fact. It lias notod e a.r Ly b.y Dalla Valle (1920) $ Tho O1"r.ln

fnmili(\1 ter.doncy i1ar; doct"n·~nt.~d by rlCDona.ld at a I (1954). uho r-e th ~y had n

pntinnt in tho i z- oorioo uhc uan tho hth v t ct i.m of this malady in a fi'..l!lit:J. Zue Iz e r

& Hilcon (1948) had n C'':1il,y of 15 u vth ';hn rlir,')~iJ. Eod i ,n ,0-1; ;'11 (195.) (\·)t"S:'l=:'. od
1]',-:" l,l, ~.I"'~\ cf,t cr.{'u.n"1~f".1

th t if t' di .. h' ,- "J i "II' A " '1 . l'!1a :. n 11 1 G j (I fl13 l. '1 . n ()'1'1 C '. l , '. ;'\ •\ - "\.y', 4 (l.n" z,r.. " L\ ,- 1'1 1 ~'_f'll ,'1 ). 0 1.n.. ' .):\,.
5. It if! +ho 'If)n~' ~'::-:l n: llh-i,.'!~ .--:')',-~" ~C' 1:_1:\.11'1-. In th vs w3ri'1n no hiD orr

and HiI':JcY>p!"ung' f3 ~ico··'.r:c na;y be nun to ",fin n a rn ,(}9 of thin rih'> ,I) :;h

Kenye tt a rlationnl Honp a tal and tho DNln ~~T hI) s m d of th~ ~aznbn , SinN' the

Hoap i t a 1 i:3 [\ 1"0 ferrnl Hosp} 11.1 '?01"tha uho Le of lCon.'Ja~ one can <,-rBi.h) tint

rrobably faci1i~ieB n~iDt
rr.ny othe r tribe 1101'8 nva i Lab Le for alv\l;;olO. I .hin io not ~rue, then, very

hi numbe r of ca se n of Cf\.SOfJ of Hiri1chp;:'l,lne'o d i ne ane a r e n o t di"!3noo;'3d" Tharo

• in o r eaaon to auppo se that Hirschr>7\ur13'~' n' se ane is conf'xned to 5 t.rih'3B in

Kenj'a. (fore •.iork i!~ nneried to c ro a t e an M.;\X'P'!lf\fHl of th~ ~Xi9t r1rl3 o f ~'1~

d i aoaae among the many C,H1C:1 of niar hn"1\ r,')I,11 in ch i l d rrvn !)'J~r;ychy )." •..•'(1

(1l r.1J\~TiN 19':f-2.)



hoapitalB i~ the coun~ryo Nixon (1964) haR ~tt~mptnd to dofinn cltn:cally ~~
node s of pr e ao n ta t i on in the va r i ous 81' nica.l gro'lp9 of Hil'8chpZ'un~':l d)., 21.5' ••

The can ..R i)f air'Jchpr'ln;~'a d i ae aae cou d be d et e c t ccl e a r-Ly iUd. he t t e r- if ·.I~;,,\

eroupin~8 ure compr~h~~~ed " d Rppli~d in v~ricuB clinic~,

( "rn ,l~.,. ~r() .•• , .•• '0.;'-)
("I \ \ o '.. _\ ~. -', .\,:J -» l.,.. .•

not c:::r.l'nn:iv (··.n: ~:"(\ t:'H'Cfl ~,ho\Ch pnrcntivcs (I1(H~1nl) a r-n Hirt.)ly n.'l!'li.nfJ~;.r(}ct.

\lhether Hart'> f',,:i ::>'::(3 C.Py ro12.7.ionpl\iry be tue on t.h~ t-.~)p'1r~nt 10'" incid • ~I} o'~

lfirE.ichprt'."lcf.l di:,v;:>.:::e o.n-:1 tl'<:di tio'1;l.J. p {'.c~i,IHH3:i. OO:n9 trib"-J i.ll ((, :n, -<;;,i'J t·rU 1

Tahlf) 1'1,
.:'f\~)Nj:' In·.,, th. li~~ of nyrnp ..•':j, !1 ,Ihi('h \-HH'8 ~O. f'lonly f oucd smong t it'. t;,s~o.

r. "" () ~"': ., ro '" r~' ~ •." -1 ') '(' .• \' \Y,,~ 1v )
, •• -- ,# ,.' _, J t ),' \. •••..•• , I , e V-,;""i.'j

(') . t: r), :~lnt.. ~ ) .. J •

r'" CII '\

)f 1'1"0'131 E!rod'~)'''~P,:j'A (lisp.eo~. (!'~. J in a cor.men fintiine in t":(1 pt)r'l~,"t· ,1 h ••
•

,l3g<\('o Ion. ltool • ~'Ol~p •• 1'
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('Cl,'()\
\ '.. J

(l'l J o':'r ,;'y;>.nR on '3.

.".-1 C~\'. .•.'. I••r: ":' ( ~~I")\ "I'" ~J..,,4"\, hy "';. ~'} (. ~\ , .' ~ ( .

(J~',61:;) th" fj·1p',·(·tlt.. lc1.i.l(":;':ation of t.he co l o-i ',f ~;P'\'~'l~l 0" 1 R;l:"il.·\,·"~ (1')-::"))

(H.::J::ortr0:,h:, ;\~ JQ f"011nn) Ip'8~1.y, bn~ not ~') o~",-\\ \~. t':;: 'i~'f)l) l-;.)~, ;"1 :',~l?~

('QI".dii,jn:1 ('1' r;"'lpl.)4,A. ~r':r!'lr'''~c ')"',.,1 :in to"on,\';:\l .V·L~', ('i;,'~)n l:;rh) , 1:

.." :' ..• 0,,\'1.-:0-, I.

'1 1 1

of ~n:o'1tinal ~lall i.n huno..n f'oe tune n « cd a & Okaoo to 1967) a, I'll y 3ho'lod the

d·:!vr!1..(.'!;::,;]cn~ an::', !.In.tu::'a';ion 0 tho,;/) c~11n go"!s on pAn ;'.-:t~r L" r rh ,

~hB :)-;;:1(; ~:>n.ii~'o 1 1f1t~•.(.~ fi'\l.ln 5.n~{') -l;IH~ al)1(:·'a1• ,:'fmgJ..ion c i Ll o i.< 7.h,~ ,(,) cv led

h:fPO;:"~'1i1.•(U(jncnin. Iht'o j.t 18 ~h') 1111111';\\Y 0' ,;"11,, \,[\;,r:h hr\~; ;'(·'n ~'d. tn;'\

ab~(:-t:l~'1.•J"!'1t1 'I (1966) ,t'I,afl d'.',Cl'lbt'lJ i;!.o l' .-:,~;1-;l,'C:1 Clj11:J .".1 ~!\.)'l. -i ', ,I :1.:"
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c1'lH tn r.()'1~1li.(';'lt,i..r)1l:3, hnt. i:ho'! r1iJ\t~nnoi.:1 ~'/(l.s fin;1112' unc er+ni n et hir;!',o:nt:ln-

to~~r :,It!lOll[~h ;":;llfC .li crl of r:tYTir.,'ll:t f:o!lplicnt:i.ot! of Eirsch'Y:~l!1l--;to ch ::U~:'.

It i.n 'Inr ,.r. IW",

:-1i..C:0;~";i~ r(1[",(\S ':',r're ft~~n ·;1.ft~r t}'e .."ir,:;J-. Y'~'·(,\'Ihi.10·0nl:r !:.r:"~ ,..,,~r') ..'"'\~!"' ~'l t..!~.")i1.'"
I
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il1'I.-1"',;n;)tt" f'o r- Lh~ ~.!T;ho:Jo'~isL:; to ,~i\tf' cn~~(,1"1:~'Jf'

Ctrt :-oct.
'In.i nu nc ': b i o r-s v non'lin!', Fu Il, thi0.kl'1f'!"[' ho:.';"1. I/nil,4 ' V/, _ 4

J.J'or1.<>s
',J

, 1'1,,,r;1l:~ i ~
r

Also hp ·ir)I'1t'

cell,: .: a.
1. "

hp. d o n e cP'].i donA propp'!"'ly~ 81 "I-I1Y r.f'\Il'!r.

5 ,PO,":trr-- f'o r \~i~.~n()/:ic l"H.4.l""~·)o.c..~).c:; nrl:l pst.R.hl.i~11inG

ii. I'll" ,.:;i~I"'C~~ ('o101'"! or hi,:::hpI' hy 'rr.C1r'kt'l',S' roo'

ti ,J ~ ~1•

..

1." \)lJj' c ..·..' t.r'~.~

fr ••• _. t. :-.") 1.:;

.,f '.lU"O.-;'j
_ " 1
;, ~
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It iA

th... typ~ 0 f ~.'SPR t h0 :i'l r,::~o'1 in d(~A.lt ne w i. t h.

P\:~lcp t1pfi.n~ti.';f: :111"[3""2' t;"'rhnic;dly :liffi~1l1t.

A poo~ly plA.cpd colostomy mRy

Atrophy.

t h e ",h01 p f'nnc t Lo ni n~ colon i 1:> Ci.v\~n opportunity to fu.' J Y '~p'v01()D, hut h:l<; the

Tn ~anes of total

..

In ~ll C~SPfi of cnlo-

(fin hR In€! 1 1. ql)n) •

on-: - .~, pns')n'~ p:ll'_+:\\l"01t~:h opo r-at i o» (::··;An;,or. ;Q1.s.Q;; .-'~·.~r•.')n ;or lJ50); ·~Oq\'p'')
t:

t'!'1,!\)Y,.,,:t:, hi~h!:.uC()II; ::111-tJro"t"h (b'·,'.·.· 1~;?,)1~) ,t.i..llC' '::1;l',I.-,illn (U,-:--tii1 10~')
,\
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1\' ,
l ~

, ,
,fll'lf)-

f.t is

'1os i 8. 111 fiO;~P. caFl"S of .i d i o pa t h i c me'::l-\co1.on "t1ri in t.h o s e caSAS of ;{irsch~"'un3t

rl"\SP"I.R"" "{ho :.ho"J, on P~'riu.m p.np.lirt, th~ tor':, ••d "'11tr<l.8hr'lrt fH'Cr1p.nt" a~;u1~lio-

"

by wha~ hI" ~nllp~ P.S.~.R.M. (posterior S~ci,ionRl Ana Rn~bnl ~yom0n~o~y).
Tn this, O'1Jy t h o .in te r-nn l 8!,11inct:'?I' i.c:; exci,cpd - ac;+;rip of.5 mI'! I:/i.dt-.h !l11r'~

10 the rl1ctum. It thnt hy

T~lA I,,"~hod in 81"ler-t,,·-1 C';'(-:R ~n:-; he,"n f0U:1r:! .gl.\Cf~r~~:,f'11 = n« r _,:uir."'s

:~i '11 ;' e r ..,; '1 t h 0 8 P [101 E'r: t; ;;.d (;:', P S "1r; i t i R 1'1i t. ~Ii n t h t- c H.!).:ll-: i 1 i .L, j N, () f t h"

n::;rert,,; 0'" rnqr"l.ce:':~>i"~: .sh ou l d ~p l"E'n~:'onr>(L In ti'CSA caSPG ~'1h') :\rp 1"'1",1 fit,
,11<'1 11qV~i't~i!1Gl-'..ono"'i8 to ,1:· a ::c.»~,f".()·lIy .··.s 1-\ I' :~limj".-,.v """"~:':;lIre '1.\'mi..ti11':::

'l·-,fjrjr.i.'T" ·lilt;·~~::] t:ll~ r~(.)th0·.i '1dopt.'d ....,.y ::'!<tI'Y ~;Hrs •.-o n s , bu ': ~t (1"Cl ~.<:eY'

[5

<3'lr",;erJ i" p~r~o1'" l1erirP,:rlhlhit:i"·G.~,
I

P~~i0ri ~he ~~0h 0m8
S€\!:rt.

, I' h '"re to ,:n i t1:.:; ~ n i n11G

o " i(j~'.''; Or' L~t,! ~~,"n!~".io;y,si.:-; o f c o l o n dn'i i1C'1'l1 will 1><2

o per ,:>ti'Jn ~':II' 1)':0" .-j~'ii.f)('.1 hJ H,lrt:iro (!/f~.~t.in 197?). -::'",
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and is not resectcde A long side-t.o-side anastcmosis is made between tho
.qr-;'\n~lionic a n.I t;he g.::tn~;lionic ill':lU;lt t he lntt.e'"h(~ins useful in effectins

mo t i Li t.! and pr-opuLa i on of contents. Tile method h-s s ,.rol'ked. successfully in
an acceptably lar?e series.

!Iirschprung's disease has a high mortality ~hen medical car~ is scarce.
The mortality a8 Gtat~d earlier on is high in neonatal period where figure~
va~y frc~ au~ho~ to uu~hor nnd country to country. Nixon (1964) says the
mor t aLdt v i.-: a bou t 50;~ OJ.' hi.gher at t he neonatal period. S~at\7 (1:)5,n .soi d
before the nntibio~icl the Mortality ranged from 37~ to 79% hi~n~r ficurea
are even qu ot od for t hi a di seaae , The c ases who were seen in t ho hospital,
3 proven ca~eo ofnng~nGlionosis, and 2 with inconolusive diagnosis died. In
oporat od canoa (definiti'lo) there \'/IlS not :nortnlit.yand the mor6~di.ty in form

r:of complications exp~rien~ed in couse of total ~an3gement (in di~gnosis colos-r
tOMY and tief1ni tIv e treatment) are l'"~tati.vely low. and are no more than those
,met in cases of laparotomy for other' conditions. Inspite of POOl' follow up

t ho su cceos of the lIlA.nagementof these c aa es was obv.Lous at t ho t Lme of
d iochnrge from tho hOGl)itA.l. Tho c a we oe of mortaLd ty in c arroa of Hir5ch~

'f'O
pr ungo d i ooaae j 3 severn en t or-ocoLi t ts , These cases arc managed as G8StC!.lt-·to
eritia hut the condition is recurrent, nnd this is ~hl)re the diagnosis reqllires
f;1l0pi(~ion1':1th~!' than LooPLng .•.01' typical aympt oms , fhose Dho have Ion segment~
P\gL1!1i~lionoGi!Jvrhi ch at t Luo s Lnc Lu don t he ileum hav o even h i ghor no rtaLd ty at
best of the hanels - r;rea~~,~rthan 6:;ir; U·\rtin 1972) 0

The other cause of mortality which is iatrogonic in nnture is at enemas
to evacuate the borreL, Before the ;·t'\~ardof using soap ,later or even " 'ordinary
water for rectal enema was realised caGeS of sudden deaths w~rB Mnny~ rhe
explanation for this"is ttat water io in~~oducod to the colon which is dilated
and so in(--:::easedcur f'ace area for a baorpt.Lo n , '.'Thenthe chi.ld n t r-airio d even

Thc~r..
nn t r-aorni c s hoc 'c" A s:llpl(~ \'nt{~L' en;il.-'.:;is ccnt rand Lca t ed in ;"l';"l''1;;l:L()!'':o~>ir;

Due to ION nortality in dnfinitive 3ur~ery in cases of n· ~nGlionosiB it ..
has been sra i d that no ch.iLrl snouLd be diR~har,;p.dout of the hoap.it aL w i thou t
definitive tr-eat rnen t or a coLo stomv . (Hixon 1971). Swenson (19:)0) ['3.YJ in
neonatal PQriori the children should be sent h010 on colostomy u:1ti1 they are
9-14 Kg. in nei~ht. ~e aloo ~rGues that in those who present with sYMDtoms
of into3tinll obstruction, if the dia~noais can be ~stabliched ao a~anGlionosist
tpey do not requie emer~epcy sur~cry. ll~; of his ?OO C~Gca r~c~ired pm rgency
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surgery. ~n this series 23% required emergency surger~ On the question
of age at '7hich ~he definitive operation should b~ done (w i.t.hout considering

the '~eight) StRte (1952) has cm£tioned th~ 60matopsybic conaideration rrhcn
dealing "Iit h t heae ch i Ldr en , Hr~ empnaaIzes that these children p!'c~.:nt :Ii t h
pe t-nonaLit y a nd b ihnv i our-aL pro Le ms , 'I'h ls f'ac t , then c aLls for rlcRlin3 w i th
R.g'lnglionosisas f)ar1::r as the r:hild is pily.sically..:~t to under Co the OI eia t Lon ,

HirschprHn~' 13 dL,en se must be diagnosed or euspect ed 83 early ao the

children arc in a f':1.t _i'!1ity nur sery e Th'3 t,l1lnA.~e~nentmus t ot art then.

ever rnethortthe Gur~Qon adopts no child should b~ sont hom3 nithout n dIagnosis,
a temporary menaure or ~Q ini~ivA op~rntion hnviD3 been don~. It is by so
doing that the mortality Attacho(! to thi~ ctiG0a~e nithout propn~ man~gement
could be reducod. (LS taxon (1961•.) has said it is only tho ae \7i th ':-nilcl'
a ga rigLionosi e './110 ma ke it to childhood.

'. :3 lJ ~1 1I A R Y.

An analysil3 of 55 patients se n at The Kenyatta National Hospital over
a period of 5 Y0ars has been done. 18 cases have been shonn to have intestinal
aganglionosis of 'ahart' to mocterC\te'segments. The incidences in S9X and
trite ha7G haen analyaed and ~ex inci[l~nce found to be equal to other
series. It has been coucluded t ha t. Lnn p.it o of only ll'l.vini~5 tr.tbes in the
series ther~i8 no reason to ansumc that othAr trib~G not repreGPnted do not
suf~or from C\G~nsliono~is. The prevalent pr8s0ntin~ symp~cr~~ have becn sho~n
to be 3i~i13r to t~osc oxperienc~d hy authors in other oerios ~nd thas~ arc
constipation, abd cmi naI distension vo·"lting. Diar hoea has not been a 'rem-

Although its Lrnpor t a nce eLs evrho re bas be n cmphae Lz ed , In
t he 'inV'esti~'lti::ll1s,the ava i lab Lo a nrl urs ed mot.hods have been ohovrn to cont:r-
ibute to the diagnosis, thA inportunt ones being Ba-~nema und rectal biops~
In the a~~ inciderce th~ di~yurity in tiM~ hetween onset of sJmp~~ms and
the time the pat.ients··seck help :1:1S h,~nn h:';;:l-li;;htedand has denonstrated
t.hat t'lis f'or-rrs si~-;nific"ntdi.ff0r,~nc<;i,: the >J,'>-t:;on of t he di soaae aa seen
in AmerLcn unci E'>tropp.and '"lS it i.."; Gc.'n h ore , J:;:iph"l.sis h as b osn pu t on
e arLy di'L-;110~1i.s to c heck on 1'nrt.:11ityasao ci a t e-tw i th !:heuntr-ea zod C~l:3"'S.

The analyses has also est[\bliGhed thnt ~lthough th~re are m~ny diseases,
allied to intestinal a~n.n~lionosis "Ld i opa t hi.cI meg.:1colonis Lmpo rtarrt here ,.
where 5 of tho 35 caGes were consistent with clinical ald histological diag-
nosis. 'I'he re'~.::lifr;unproven cases, t hcug h aympt oma t LcaLly and clinically
shORn to he a~'n~liono~is or other allied disorders, were unfortunate failure
and that this ah cuLd be avoided by /0111 noans , In the an::).lyslsof H\~tho(ls o~
mana~ement it has been established that Lhe mortftlity i3 low or abs nt except
iT'!t'-!o poor ri ak Ca8~6. ('1i pat i, mts cu t 0 l'~) "''11 (in all 5 out of 35)
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The ii1port~~cA of colosto~y in all cases has been shown to be popular nhile
:71yo::ec»i'lj' h<'.s bepr. d ono au cces sf'uLly in 2 cases.

~he i~portance of clinic~l examination and history of these disease in
establishin~ th0 ~ia~nosis has been borne out and emphasized and especially
in our circumstances in peripheral hospitals where specialised facilities are
auser.t.
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