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ABSTRACT

Hirschsprung’s disease — megacolon - is a congenital anomaly, characterized by the
absence of nerve cells - ganglia in certain segments of the intestine, which is accompa-
nied by complete or partial functional obstruction of the intestines.

Among the clinical complaints, it is worth noting: weight loss, it is possible to develop
anorexia, various types of physical development disorders, chronic constipation, flatu-
lence, big belly and defecation disorders cause nervous system dysfunction.

Early diagnosis is important, the longer the diagnosis is delayed, the greater the dam-
age symptoms and the risk of developing toxic processes - toxic megacolon, which
sometimes ends with fatal results.

The aim of our work today is to diagnose 3-year-old and 15-year-old patients with simi-
lar clinical complaints.

On the X-rays, the expansion of the rectum and sigmoid colon was observed, the mu-
cous membrane is rough, the sigmoid colon is long, the intestines remain dilated after
defecation, a significant part of the contrast agent is in the intestines, the functional

condition of the intestines is impaired - congenital megacolon - Hirschsprung’s disease.

irschsprung’s disease — mega-
colon — is a congenital anomaly,
characterized by the absence of
nerve cells - ganglia in certain segments
of the intestine, which is accompanied by
complete or partial functional obstruction
of the intestines [1]. The disease is also

known as aganglionic megacolon [2]. At

this time, disfunction of peristalsis. Clini-
cal symptoms are abdominal distension
(in more than 90%), colic, vomiting (85%),
no meconium excretion during the first
24 hours of life in newborns (60-80%).
and other life-threatening symptoms [4].
It is more common in men than in women
by a ratio of 4:1. Up to 25% are associated
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with other developmental anomalies: 20-
25% of cases are accompanied by Down
syndrome.Exposure to teratogenic fac-
tors during the 6-10th week of pregnancy
leads to disruption of the development
of segmental and subsegmental bronchi
- lung hypoplasia develops. Hypoplasia of
the lung is a malformation in which the
main and lobular bronchus develop, while
the structural elements of the lung - lung
parenchyma, bronchi, blood vessels - are

There are many question marks sur-
rounding the disease, however, the ab-
sence of Meissner and Auerbach’s nerve
plexus - aganglionosis - is considered to
be the cause of the disease. There are
works on genetic dependence - 12 dif-
ferent genetic mutations, the disease is
associated with Bardet-Biedl syndrome,
Waardenburg syndrome, Shprintzen-
Goldberg syndrome, etc. [5, 6].

Decreased peristalsis or absence of
smooth muscle spasm, long-term stasis
of fecal masses in the intestines leads to
the expansion of intestinal loops in the
upper segments of the obstructed area.

Often, the cause is unknown, the dis-
ease can appear both independently and
secondary.

There are three main types of
Hirschsprung’s disease:

1. The short segment is the most com-
mon and occurs in 75-85% of cases. In
this type of case, the aganglionic zone is
limited to the recto-sigmoid part of the
colon [3].

2. The long segment is less common
- 10% of cases. In this case, aganliosis
extends to the rectosigmoid part of the
large intestine.

3. Total aganglionosis of the large in-

testine is rare, which is the most severe

form of the disease. The whole colon is
damaged. Even more rare is damage to
the distal part of the small intestine, as-
sociated with high mortality.

The disease is mainly diagnosed in
newborns and children of early age. Such
cases are widely described in the litera-
ture. There are also rare cases when the
disease is first detected in children of
preschool age. The main complaints are
weight loss, it is possible to develop an-
orexia, various types of physical devel-
opment disorders, chronic constipation,
flatulence, a big belly, defecation disor-
ders cause nervous system dysfunction.
These data are seldom described in the
literature [7, 8].

Early diagnosis is important, the lon-
ger the diagnosis is delayed, the greater
the damage symptoms and the risk of
developing toxic processes - toxic mega-
colon, which sometimes ends with fatal
results.

The gold standard of diagnosis is the
study of biopsy material of ganglion cells,
as well as diagnostic methods including
rectomanoscopy, colonoscopy, manome-
try, abdominal ultrasound. Nevertheless,
X-ray research has an important place in
disease detection [7, 8].

The examination begins with the ab-
dominal X-ray.

Abdominal

shows excessive flatulence, expanded in-

examination on X-ray
testinal loops.

An important point of diagnosis is a
contrast study of the large intestine with
barium enema - irigoscopy.

The research method is simple it re-
quires the experience of a doctor radiolo-
gist and the recording of important mo-

ments in the research process.
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A barium enema solution is injected
into the large intestine. It is important to
fill the colon and to determine the agan-
glionous obstructive area, the degree of
its spread, the degree of expansion of the
colon proximal to the obstruction.

We reckon it is important to evaluate
the functional condition of the intestines
and the degree of compression after def-
ecation, which allows us to evaluate the
tactics of further treatment and the vol-
ume of operative treatment.

The use of contrast studies allows us
to make a differential diagnosis with such
diseases as intestinal malrotation, ano-

rectal malformation, intestinal atresia,

meconium ileus and other developmen-
tal malformations.

The aim of our work today is to diag-
nose 3-year-old and 15-year-old patients
with similar clinical complaints.

Patient (A). A 3-year-old son came to
the clinic with the following complaints:
abdominal distention - big belly, lack of
appetite, delay in physical development -
low weight.

The second patient (B): a 15-year-old
girl with complaints: of a sharp decrease
in intestinal peristalsis, which led to the
absence of independent defecation, se-
vere abdominal pain, cachexia, anorexia,

and a big belly.

X-RAY CONTRAST STUDY: PATIENT (A) - 3 YEARS OLD (MALE).

Figure 1 - 3 patient (A): The rectum and sigmoid colon are dilated, the mucous membrane is rough,

the sigmoid colon is long.

Figure 4 patient (A): After defecation, the in-
testines remain distended. A significant part of
the contrast agent is in the intestines. Intesti-
nal function condition is decreases.
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X-RAY CONTRAST STUDY: PATIENT (B) - 15 YEARS OLD (FEMALE).

Figure 5 — 7 patient (B): The rectum and sigmoid colon are dilated, the mucous membrane is rough, haustration is

disturbed.

Figure 8 — 10 patient (B): After defecation, the intestines remain distended, a significant part of the contrast agent

is in the intestines, the functional condition of the intestines is impaired.
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PE3IOME

BOJIE3Hb TMPLUNPYHIA Y AETEMN

Crypya A.T.,* Oxoaxkya H. A.,2 AyHaya T.T.,2

! [leTckana ueHTpanbHaa 6onbHuLa um. M. Mawewunu; Bbiclwan meguumHcKan wrkona AUETU
um. .TBungmanm, Téunumcu, Mpysums.

2 [leTckan ueHTpasbHasa 60bHMUa M. M.Uawsuaum, Téunucu, Mpysus.

3 Yuusepcutet Mpysun; KnnHuka Kopteke, Téuaucu, Mpysusa.

BonesHb MMpWwnNpyHra — MEerako/sioH — BPOXAEHHAs aHOMANA, XapaKTepusyto-
LLLAACA OTCYTCTBMEM HEPBHbIX KNETOK — FaHI/IMEB B OTAE/IbHbIX OTAENaX KULIEYHUKA,
4YTO COMPOBOXAAETCA MOJIHON MAN YAaCTUYHOM GYHKLMOHANbHON HEMPOXOANUMOCTbIO
KMLLEYHMKa.

Cpean KAMHWUYECKUX Kanob cnesyeT OTMETUTL: NMOXYAEeHWE, BO3MOXKHO pa3BuUTue
QHOPEKCUM, Pa3INYHble BMAbl HapylweHUn GU3MYECKOro Pa3BUTUA, XPOHMYECKME 3a-
nopbl, B34YyTHE KMBOTA, 6ONbLUON KMBOT, HapyLeHMA aedeKaumnm Bbi3biBalOT HapyLue-
HUA GYHKLMU HEPBHOM CUCTEMbI.

BaykHa paHHAS AMArHOCTUKA, YeM A0/IblUe 3aTATMBAETCA MOCTAaHOBKA AMArHO3a, TeM
60/blle BblPaXKEHHOCTb CUMNTOMOB MOPAMKEHMA U PUCK PA3BUTUA TOKCMYECKUX NpPO-
LLeCCOB - TOKCMYECKOrO MErakos0Ha, KOTOPbIA MHORAA 3aKaHYMBAETCA SIeTaslbHbIM UC-
XOA0M.

Lenb Hawel paboTbl cerogHa — ANArHOCTUKA MaumeHToB 3 1 15 feT co cxoxmmm
KAMHUYECKMMU Kanobamu.

Ha peHTreHorpammax Habtoganochb paclimpeHmne Npamoit U CUrMOBUAHOWN KULLKK,
TO/ICTAA KMLLKA CAM3UCTasA, CUTMOBUAHAA KMULIKA YAAMHEHHARA, KMLLKA OCTaeTcsa paclum-
peHHoM nocne aedekaymm, 3HaUUTEIbHAA YaCTb KOHTPACTHOMO BELLLECTBA HAaX04MTCA B
KULIEYHMKe, GYHKLMOHANbHOE COCTOAHME KULLIEYHMKA HApYLLUEHO - BPOXKAEHHbIN Me-
rakosIoH - 6onesHb MMpLlunpyHra.
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