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Distal intestinal obstruction syndrome

Accumulation of viscid faecal material within the bowel lumen
combined with sticky mucoid intestinal content adherent to the
intestinal wall of the terminal ileum and caecum.

Strongly connected to the crypts and villi and is difficult to remove.

Could be permanent condition with exacerbations caused by new
material adhering to the intestinal wall.

Patients with DIOS may have intermittent acute symptoms with
periods without symptoms of DIOS between the exacerbations.

DIOS may be present as acute intestinal obstruction or more
common as a subacute obstruction with intermittent abdominal
pain and nausea or anorexia without vomiting.



Study aim

* To investigate the diagnostic process and
treatment of the medical complication Distal
Intestinal Obstructive Syndrome (DIOS) in
Norwegian Cystic Fibrosis patients registered at
the Norwegian Resource Centre for Cystic Fibrosis
situated in Oslo, Norway.

* “"Guidelines for the diagnosis and management of
distal intestinal obstruction syndrome in cystic
fibrosis patients” (Colombo et al., 2011) was used
for illumination of the study.



Research question

 What do we know about the diagnostic
process, investigations and treatment of Distal
Intestinal Obstruction Syndrome in Cystic
Fibrosis patients registered at the Norwegian
Cystic Fibrosis Centre illuminated by the new

international guidelines published by Colombo
et al.in 20117



Benefits of the study

* To survey the volume of patients with Distal
ntestinal Obstruction Syndrome in Cystic Fibrosis
natients registered at the Norwegian Cystic
Fibrosis Centre ant thereby get detailed

information about the diagnosis and treatment of
DIOS.

 To improve the diagnostic process, investigations
used and treatment of CF patients with Distal
Intestinal Obstruction Syndrome by
implementation of the new European Guidelines.




Research method

* Aretrospective systematic reading of the
Norwegian electronic patient files of the 50
suggested patients.

* Criteria for including patients in the study were
an episode of DIOS defined by "Guidelines for the
diagnosis and management of distal intestinal
obstruction syndrome in cystic fibrosis patients”
(Colombo et al., 2011)

* The first episode of DIOS within the last five years
(2006-2011) was chosen.
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Exclusion and inclusion

e Exclusion criteria:
— No registered episode of DIOS in the period between 2006-2011.
— Lack of investigations or lack of documentation of investigations.
— Diagnosis of another complication similar to DIOS.
— Treated by another Cystic Fibrosis Centre in Norway.

- Number of patients excluded: 31

* Inclusion criteria:
— Episode of DIOS in the periode between 2006-2011.
— Documentation of investigations.
— Documentation of treatment.

- Number of patients included: 19



Results

The Norwegian Cystic Fibrosis population is born
in the period 1940 - 2011.

The 50 patients suggested in the study were born
in 1955 - 2010 and the 19 patients included in the
study were born in 1977 - 2007.

25 of the suggested patients were female, 25
were male.

Of the 19 patients included 9 were female, 10
were male.



Results: Patient history

Anorexia without vomiting

Intermittent episodes of abdominal pain
with nausea

Abdominal distension
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progressive, colicky abdominal pain
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Results: Patient history cont.

Time span

Days
Weeks

Months

Years

|II[

12




Results: Risk factors

Risk factors for DIOS

n=19

History of meconium ileus
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Poorly controlled malabsorbtion
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Results: Clinical findings

Palpable mass in right lower quadrant
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Results: Investigations

X-ray 7 12
CT 1 (previous, but used) 18

Ultrasound 1 Not important



Results: Investigations cont.

Descriptions of abdominal x-ray

Faeces in entire colon

Dilated colon, faeces in rectum

Dilated small bowels or intestines filled with air

Faecal loading in right lower quadrant _

Multiple air-fluid levels

Number of patients




Results: Treatment
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Results: Treatment cont.

Treatment regimen Number of patients

Rehydration per os with fluid containing polyethylene glycol in 1
nasogastric tube, Gastrografin® lavage in nasogastric tube, N-
acetylcystein per os and enema

Gastrografin® lavage, N-acetylcystein enema and intravenous 1
rehydration

Gastrografin® lavage in nasogastric tube and intravenous 1
rehydration

Aspiration of gastric content from nasogastric tube and 1
intravenous rehydration

Rehydration per os with fluid containing polyethylene glycol in 1
nasogastric tube

N-acetylcystein per os and enema 1

N-acetylcystein per os 2



Results: Further treatment and

prophylaxis

Further treatment and prophylaxis

Dietary advices

Advices about hydration
Medical paraffin
N-acetylcystein per os
Lactulose

Oral polyethylene glycol

Adjustment of pancreatic enzyme
replacement therapy dosage
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Results summarized

18 patients reported two or more symptoms
18 patients had a severe genotype

17 patients had pancreatic insufficiency

8 patients were hospitalized

— 3 patients got a diatrizoinic acid lavage (Gastrografin®)

— 2 patients was rehydrated with fluids containing
polyethylene glycol

18 patients got N-acetylcystein as prophylaxis after an

episode of DIOS

0 patients was treated further with a laxative
containing polyethylene glycol



Conclusion

Significant divergence from ECFS guidelines was identified on the
hospitals performance on diagnostic work up and treatment for
DIOS.

Both the physicians and the patients would benefit from a a clear
definition of DIOS, a recommended diagnostic process and a
treatment regime. It is also important to differentiate DIOS from its
differential diagnoses, especially constipation.

It is obvious that the patients would benefit from a standardized
investigation and treatment regime if they report symptoms like
anorexia without vomiting, intermittent abdominal pain with
nausea and abdominal distension.

It is also clear that since there are several doctors treating these
patients the doctors would benefit from a guide in how they
approach CF patients with possible DIOS.



Clinical impact

* Guidelines on diagnosis and management of
DIOS, based mainly on the ECFS guidelines,
were constructed and implemented in April
2013.

b b s et et g md G k7 g e

- S eeag  m et d D o h
I e s prsmn b - Sty o -
ety DX i it iy S I g O
. . . 90l Gl bkt o 4 200 i v g 08 e vk €
0N ailiadhaie . Wow et Moo ot 4 400 ol v g o b e #
= bk 00 s Rt !
2 Measioes st Sdasasset w | oo pe S0 o T R
(& S ————E— o v Trem 4 P2g commn et G g o6 AL mtiLsom b Cemegsia® |0 mi
Vo w1 4 405 v i et WAL ik e
Axr i 10 oo preedos b barvarmagen. o haveng # m—pie
ot Venksng v b b e € b et md de Gone: wnd rabed g
Rahningei viredung +od rperanil v DICR Primien ol e e S
Y s e L e e L e —
B e S R "
i e e Abe g 3 bt Vg
075 e ke 33 routgon s M- vwrhergeni o v
 bpion &b Opghotying vq pootinhon B e D
4 e cmn bbde: sy ) PO foa? Sttt © b——
t demen -
b d s g pE——

womwren v Fp Bekhet

S ——— o —— t—— g ' - ogy
—— — g v

4 Py

f elrmmdgbrnpirnsion M) bmaes = - | —— g - Sm0
WL g oy shnin bbbk s Suape

01—

Debmdoraam e [00) .

ot g, o e ¢ kol yod b snprmte ey 7% S Alring o0 g o gl o0 e o o
Aflmcsalihrguen 4L DI g vl parandl o
\ ol wrpnan mplonts ee S — e e ww wmsoe
€11 CT o s w0 st bettms ks e o4 b ARG R S A S p——
bt e o g e e o Fon v g o e v o B e
B T L e ——y s T — At

St D807 b | wminkhe g ene g o Tedag ety e g 3o Gon gy b

o Vid umnduboons v st pustpecmet ol puacesmyin

i i oS s g v bt i b

bbmde pemc - v A ——

.- . i b oy

- - et ey v b

Yo -

g wd ke bt

averimgn . #, Lacs
p Sembag 01 presetere med 12 ogr 4 4 b

[N

g 4 Dt ke moh mhon iggamguiog % § hs e smr venmcdap o Actumgmbieiot S shoompet Lansband e e e PR
DIOK b dagoctner ph hilpams v Assucecs b Vo s jasbens bygpm 3 sngurd wiimng. sdang b bebadi damgolinggst Asbehl s g i
e ¢ g s vegpen. oy o0 gode burd bk bl Do 97 Mt 5 sewmybeysoenn) o e on doi o

R e R e LI ] ban fat e wdme b mbete o et can b b oTeb .

tainciise  de tudym Kmde Prment @ upebt  repmmm Dot feewrione:  Sehandonds ge b Shmebbed

ol e e - st

% bk o Kl o Sapuashi doie

o gk g e ok g e 8 o w

T rmal o
L el gl 300 s oo s g 0 . s € e

ulzjon | e

o og o




Thank you for your attention!



