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GLP-2 a IF aneb koncept intestina
rehabilitace




* Intestinalni selhani — vede k tézké poruse tenkého
streva — malabsorpci pod uroven nezbytného
absorpcniho minima pro makronutrienty, vodu a
elektrolyty, které nelze zvladnout jinak nez
parenteréYm’ cestou k udrzeni ristu a zdravi.

e Anatomicka definice — post-duodenalni reziduum je <
150-200 cm = mene jak % celkove delky tenkého streva
( zakladni onemocnéni !!)

e Akutni IF 4-6T
e Subakutni IF 12-24 T
e Chronické IF

Clinical classification of chronic intestinal failure

On the basis of the requirements for energy and the volume
of the VS, CIF was firstly categorized into 16 subtypes. An
international multicenter survey carried out by the CIF Ac-
tion Day database allowed to simplify it in 8 categories [6):

Volume of the IVS (mL/day)*

Type of the [VS <1000 10012000 2001-3000 >3000
1 2 4

Fluids and electrolytes (FE) FET FE2 FE3 FE4
Parenteral nutrition (PN) PN1  PN2 PN 3 PN 4

FE = Fluids and Electrolytes alone.
PN = Parenteral Nutrition Admixture containing also macronutrients.

¥ Calculated as daily mean of the total volume infused per
week = volume per day of infusion » number of infusions per week/7.
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TRICET LET NARODNIHO REGISTRU
PACIENTU NA DOMACI
PARENTERALNIVYZIVE

THIRTY YEARS OF NATIONAL HOME PARENTERAL
NUTRITION PATIENT REGISTRY
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Graf 21 Prevalence DPY a prioménny potet kabétr dni.
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SOUHRN
Domac parenterdinl wytiva je standartni lEcebnou modalitou umodujic pledivani padentl s chronickym
stfewnim selhanim, kdy gastrointestindini trakt nenl schopen zajistit dostatetnou resorpci nutrientd a tekutin
Jedna se o vzacné onemocnéni, které ma v Cesks republice rocni prevalenci 5,92 aindidenci 1,5 na 100000 obyvatel.
Tim se fadi mezi skupinu tzv. vzacnych onemocnéni. Program domac parenteralnl wigivy byl v CR zahdjen na potatou
o0 let 20. stoletl a podty pacientd, kterym je poskytoviana tato forma nutricnl podpory, se meyiujil
Jedndnl s platci zdravotni péce o dhradach za domad parenteralni wizivu, stejné tak jako potfeba formulace
dopomnucenych postupd této nuiriénl intervence v nasich podminkach vyzaduje sbér pacientskych dat. Registr domac
nutritnl padpory (REDMUP) byl zaloden v roce 1993 Spoletnost] klinicks vwdivy a intenzivni metabolicks pate (SKYIMPY
za ttelermn shromazdovanl dat o dospelpch a détskych pacientech na domaci
parenteraln vk,
Klitowva slowa: domad parenterdlnl wyiiva, ndrodnl registr, epidemiclogie, chronicke selhani stfeva

330

)
b
['=]
kd
[=5]
"2}
=]
=
in

166,4 [y 257,

o b s

(5]
oh
bd
]
=]
i\
S
[~
=
=
l
Pl

Prevalence
£

B
¢

g

¢
R
Q=

q

|

200

SUMMARY
Home parenteral nutrition is the standard treatment modality necessary for survival of patients
with chronic intestinal failure when the gastrointestinal tract is unable to provide adequate resorption of nutrients
and fluids. It is a rare disease with an annual prevalence of 5.92 and an inddence of 1.5 per 100000 inhabitants
in the Czech Republic. This epidemiclogical evidence places it in the group of so-called orphan diseases.

The home parenteral nutrition programme in the Czech Republic was initiated in the early 1990s and the number
of patients accessing this nutritional support is increasing. The data collection on patients using this treatment
madality is needed for negotiations with health insurance companies regarding the reimbursement of health
care a5 well as for guideline development in the field of home parenteral nutrition. The Registry of Home
Mutritional Support (REDMUP) was established in 1953 by the Society of Clinical Mutrition and Intensive
Metabolic Care (SEVIMP) to collect and analyse data on adult and paediatric patients
on home parentaral mutrition.

Keywords: home parenteral nutrition, national patient registry, epidemiology, chronic intestinal failure
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B Podet novych pacientda dle data zahajeni DPV {incidence) B Podet aktivnich pacienta (prevalence)




* Jde o Casove velmi narocny komplexni program, ktery zahrnuje
celkovou péci o nemocné s abdominalni katastrofou,

* intestinalnim selhanim
 Abdomninalni patologii typu desmoid, portomesentericka trombodza

* domaci parenteralni vyzivu s minimalizovanim chronickych komplikaci
DPV (IFALD, MBD, CRBSI)

* Transplantacni |écba ( iTX, jatra a strevo, MTVx, MTVx + brisni sténa..)
aliativni DPV

* Maligni etiologie/ paliativni




Intestinalni rehabilitace

* Netransplantacni faze IR
* Transplantacni faze IR

Bowel function

Early treatment Late treatment

Accelerated hyperadaptation

l

Accelerated adaptation

Hyperadaptation

Spontaneous adaptation

- - -
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Resection
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e Akutni ....chronické intestinalni selhani

 DPV a komplikace

* DEV ( je-li v praxi mozné ?) u intestinalni insuficience ANO !
 Abdominalni katastrofy a rekonstrukce

e - desmoid v inicialni fazi — kde SBS

* Prfidruzené patologie ( DM, endokrinopatie, onkologické diagnozy vs
post-onkologické aspekty (aktinoterapie, neuropatie, )......

* Bio-psycho-socialni aspekty
* Boj o co nejlepsi adaptaci



Factors influencing the
clinical presentation of
SBS.

< 150-200 cm of small intestine
remaining is often used to
define adult SBS.

Nutrients 2024, 16, 246

Loss of site-
specific transport
processes

Loss of ileocecal
valve

Fluid, electrolyte, and nutrient
absorption vary among the segments of
intestine.

The small intestine can compensate
for resections of up to nearly 75% of its
total length

The presence of any disease in the
residual bowel impairs the ability to
absorb and digest nutrients.

Carbohydrate, protein, and water-soluble vitamin
absorption occurs predominantly in the jejunum,
while the ileum is the primary site for
bile salt, and vitamin B12 absorption

The loss of the ileocecal valve promotes
SIBO and reduces intestinal transit time,
resulting in diarrhea.




TABLE 1 Classification of $BS. PIRONI
Category Criteria

Anatomical Length of the remnant small bowel (in continuity):
« <200 cm (SBS)

+ =200 cm (functional SBS)

Anatomy of the remnant bowel (in continuity):
+ End-jejunostomy/ileostomy (SBS type 1)
+ Jejuno-colonic anastomosis (SBS type 2)
+ Jejuncrileal-colonic anastomosis (SBS type 2)

Length of the remnant small bowel predicting the probability of intestinal failure reversibility
and weaning off IVS:

+ End-jejunostomy/ileostomy (SBS type 1): =100 cm

+ Jejunc-colonic anastomosis (SBS type 2): >65cm and >50% remnant colon

+ Jejuncrileal-colonic anastomosis (SBS type 3): =30cm

Pathophysiological + Without colon (in continuity)
+ With colon (in continuity; remnant colon <50% or >50%)

Evolutional postoperative phases Early (prolonged acute intestinal failure), up to 4 weeks

Rehabilitative (chronic intestinal failure), up to 3 years, due to

+ Spontaneous intestinal adaptation

+ Dietary counseling and drugs (to reduce secretions and to slow transit, antibiotics)
+ Enhanced adaptation (nontransplant surgery, intestinotrophic hormones)

Maintenance (at the end of the rehabilitative stage):
+ Reversible chronic intestinal failure and weaning off IVS

+ Irreversible chronic intestinal failure and lifelong VS

Clinical Type of nutrition supplementation required to maintain nutrition status:
+ Oral/enteral, intramuscular: intestinal insufficiency/deficiency

+ IVS: intestinal failure
Severity of chronic intestinal failure  Type and volume of the IVS requirement®
+ <] Lfday: FE1 or PN1
+ 1-2 Lfday: FE2 or PN2
+ -3 L/day: FE3 or PN3 End jejunostomy/ileostomy  Jejuno-colonic anastomosis  Jejuno-leal-colonic anastomosis
+ =3 L/day: FE4 or PN4
Abbreviations: FE, Muid and electrolyte alone; IVS, intravenous supplementation; PN, parenteral nutrition admixiure conlaining macronulrients; SBS, shorl ‘SBS l)’pc | ) ‘SBS [)’pk‘ 2’ ‘SBS !)’p(‘ ;)
bowel syndrome.

*Calculated as daily mean of the total volume infused per week = volume per day of infusion ¥ number of infusions per week/7.




Faze SBS

The acute phase has the following characteristics:

Starts immediately after bowel resection and lasts 1-3 months
Ostomy output of greater than 5 L/day

Life-threatening dehydration and electrolyte imbalances
Extremely poor absorption of all nutrients

Development of hypergastrinemia and hyperbilirubinemia

The adaptation phase has the following characteristics:

Begins within 48 hours of resection and lasts up to 1-2 years
Approximately 90% of the bowel adaptation takes place during this phase

Enterocyte hyperplasia, villous hyperplasia, and increased crypt depth occur,
resulting in increased surface area; intestinal dilatation and lengthening also
occur

Luminal nutrition is essential for adaptation and should be initiated as early
as possible; parenteral nutrition is also essential throughout this period

Nékteré dalsi aspekty

M Crohn - kdy biologicka LECBA
Cévni vstupy VOLBA

US + PSC - otazka stadia jaterniho postizeni —
typ TPN z dlouhodobého hlediska
Onkologicka diagnostika ?

Rekonstrukce priprava, je mozna ? Timing ?
Infekce )riziko pro katetry

Endokrinopatie ... otazka vstrebani ( Stitna
zlaza, DM....)

Doreseni chronické medikace
Farmakologické zhodnoceni

Socialni Setreni + agentury domaci péce
(kontrola provadeéni....

The maintenance phase has the following characteristics:

Tyden balancni periody nastaveni DPV v¢
hydratace

Mobilni pumpy

Priprava k GLP-3....

* The absorptive capacity of the intestine is at its maximum

* Nutritional and metabolic homeostasis can be achieved by oral feeding, or
patients are committed to receiving supplemental or complete nutritional
support for life - CIF
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Zpomaleni GIT
transit time

Hypersekrece
Zaludku

cholerea

Cholestaza

Stimulovana sekrece

GIT

lontové dysbalance

Malabsorpce tuku

Antibioticka lécba

Loperamid
Calcium codein
Diphenoxylat
Tinktura opii

Pantoprazol
Omeprazol

Cholestyramin,
cholesarcosin

Ursodeoxycholova
kyselina

somatostatin

Pankreatické enzymy

teduglutide

Metronidazol
Ciprofloxacin
rifaximin

4-6 mg ( 16-24 mg denné), 30 mg 30 minut pred jidlem

4x 0,3 ml

20-40 mg per os, iv

4-16 mg 3x denné

800 mg denné

100-300ug s.c

Kratkodobé 3-5 dnl

3x1g

250001U 3-6x denné

0,05 mg 1x denné

3x1
2x500 mg
3-4x 200 mg

Diphenoxylat — neurologické
nezadouci Gcinky

Nelze podat u stenozujicich forem

Casové omezeno 6-12 mésict ,
Riziko translokace

Indikace u sekre¢niho prdjmu,
riziko steatorey

U extenzivni resekce ilea neni
vhodny

V Casné fazi redukuje odpady
stomii 30%,

Korekce dle kontrol nutna

Lze vyzkouset v ¢asné fazi neni
jasna evidence

Respektovat rizika malignity

Opatrné

Zmény mikrobiomu
Zhors$eni prajmua u SBS 11/l typu

sacharidy

Vlaknina (solubilni)

oxalaty

tekutiny

SBS I. Typu (colon vyfazeno, nebo |SBS Il. typu

nefukcni)

Pozvolna zvysovat podil
komplexnich sacharidt, 40-50%
celkové energie, nepodavat

monosacharidy, disacharidy.

0.8-2g/den

20-30% denni energie

Lze podat oligomerni vyzivu
(peptidy)

Neni zasadni mezeni

MCT s omezenim

30-40% denni energie

Esencidlni mastné kyseliny

Zkusit suplementa do
5-10g/den

Neni restrikce oxalatt

Isotonické
ORR

NaCl tablety
dosolovani
Neni omezena

Individualné

<20g/den

Pozvolna zvysovat podil
komplexnich sacharidt, 40-60 %
celkové energie, nepodavat

monosacharidy, disacharidy.

0.8-2g/den
20-30% denni energie

NezvySujeme nad 20-30%
Riziko oxalatové lithiasy

MCT doporucené

Vyznam SCFA na denni energie

(500-1000 kcal/den)

Zkusit suplementa do
5-10g/den

Nutna dietni restrikce oxalatt

Isotonické

ORR

NaCl tablety
Dosolovani jidel

Omezeni na 10-12g/den

DMEV 2023, wohl



Zavedeni taurolidinu do
praxe PS DPV
Zdroj: www.skvimp.cz
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INTESTINALNI SELHANI —
CHIRURGICKA PROBLEMATIKA

A TRANSPLANTACE STREVA
INTESTINAL FAILURE — SURGERY MANAGEMENT Diagnostika a zobrazeni (celého) GIT
AND INTESTINAL TRANSPLANTATION

KUDLA MICHAL'SWOHL PETR23, SENKYRIK MICHAL? WOHL PAVEL*,
BENES PETR?, GOJDA JANZ2, KOHOUT PAVEL3?, MANAK JAN3?, TESINSKY PAVEL?,
NOVAK FRANTISEK?, FENCL FILIP3, FRONEK JIR[>¢

Optimalni nacasovani operace

relativita

Pfedoperacni (nutricni a fyzicka)

* Individualni komplexni » _
priprava pacienta

ristu
P P « Akutni reseni

 Dobry stav nutrice
Operace  Obdobi stabilizace

- Absence sepse
« Elektivni vykony

« Nacasovani

Pooperacni péce- vyiiva
+ definitivni rekonstrukce
- Dokonala diagnostika ehabil
celého GIT ehabilitace



DPV

onemocnéni
Elastografie/fibroscan
Necilena jaterni biopsie
Vylouceni dysfunkce jater

Vyloucit preexistujici jaterni

|

 C—

prevence

|

jaterni léze bez vztahu k DPV
hepatologické vysetreni
Vylouceni dysfunkce jater

Obnoveni kontinuity GIT

Transplantace streva,
multivisceralni transplantace

Vzestup JT 1.5x 6 mésicl

v

UZ vylouceni strukturdlnich zmén

I

(e
e

——

Sepse

Enteralni vyziva
Rezidualni délka streva
Colon v kontinuité
Cyklicka/kontinualni DPV
Slozeni DPV

Cholin, taurin, carnitin
Stopové prvky
Translokace bakterii
Omezeni alkoholu
Ultrakratké stfevo

DMEV
PS DPV

GLP-2 |écba

pricina ) DPV
l \ 4
IFALD ) " | Zména rezimu )
- | .
Benigni etiologie
l Indirektni
kalorimetrie
Bez efektu
ZlepSeni IFALD —

Lipidova emulze

Davka glukdzy

Stopové prvky

LCT

Energie

Tukové vs netukové dny

Pokracovani vzménéném
rezimu DPV

Wohl 2022




Independence na
DPV

l

Algoritmus |écby SBS a GLP-2

Weaning DPV

Faze intestinalni adaptace Rl G!T rekonstrukce Sl |ndependence
2-5 let — na DPV

l

Weaning DPV
Independence na DPV

Woh! Petr 2019, https://skvimp.cz/soubory/Advisory-Board- Nemocny iue
Advisory Board Revestive-Consensus-Praha-14.10.2019.pdf (online

Komplikace DPV
Nemoznost dalsich

intervenci

Transplantace streva

Multivisceralni transplantace
Transplantace strfeva a jater



https://skvimp.cz/soubory/Advisory-Board-Revestive-Consensus-Praha-14.10.2019.pdf
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M Teduglutide 0.05 mg/kg/d (n=43)
I Placebo (n=43)

Teduglutide vs placebo:
‘P < .05;*P < .01;*"P < .001
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Prescreening Teduglutide

and clinical treatment

assessments initiation

Teduglutide treatment
| T T T T T T T T T T T T T T T T T T T T 1T T1™
-4t 1] Time (wesks) 12 4 6 & 10 12 14 16 18 20 24 28 32 36 42 44 48

+ Monitoring of IVS Surveiliance

and fluid balance + Daosing visit®
+ Centraindications + Blood sampling
+ Patient education Follow-up

and fraining visit®

FIGURE 2 Monitoring regimen for teduglutide treatment. *After 48 weeks patients are monitored biannually for as long as teduglutide
trcatment is ongoing. "Surveillance visit with specialist nurse: monitoring of adverse events and fluid balance; the black arrows indicate
blood sampling. “Follow-up visit with physician, specialist nurse, and dictitian: assessment of teduglutide cffectiveness and side effects,
monitoring of adverse events and 1VS, adjustments to 1VS (if required), blood sampling, and assessment of nutrition and hydration status
(broad orange arrows). IVS, intravenous supplementation.

benigni etiologie

rekonstrukce GIT
Lecba GLP-2
Transplantace

O O O O O

SBS nepaliativni, po adaptaci
Potreba PN 1-4 (Pironi 2018, tedy nikoli jen FE)
Adekvatni compliance pacienta (rodiny)
Absence kontraindikaci (SPC)*
Péce ve specializovaném centru pro lécbu
SBS**
Vzdy v pripadé nemoznosti bezpecného
pokracovani v DPV
= Progresivni hepatopatie F<3
= Zbyva 3 nebo méné CZ vstupti (ze 6)
= Metabolicka kostni choroba
Ukonceni IéCby
= Terapie se ukonci kdykoliv z divodu
neakceptovatelné toxicity, nebo pokud
neni dosazeno po 52 tydnech terapie
alespon 20% redukce v objemu DPV



* GLP-2, as an intestinotrophic enteroendocrine peptide, is supposed to
regulate the barrier function via the tight junctions of the enterocytes.

* Teduglutide, an analog of the intestinotrophic hormone glucagon-like-
peptide 2 (GLP-2) secreted by the intestinal L-cells, is an effective
therapeutic option for patients with SBS-related CIF

* GLP-2 receptor activation determines, through multiple pathways and
mediators, a hypertrophy effect on bowel mucosa, increasing villus height
and crypt depth; moreover, it also inhibits gastric acid secretions , delays
gastric emptying , stimulates intestinal blood flow , and opposes

inflammatori insults



Nutrients 2022 Feb; 14(4): 796

* GLP-2 exposed to Caco-2 cell monolayers was shown to induce a relevant
increase in transepithelial electrical resistance compared to untreated
control cells. At the same time, expression of the tight junction proteins
occludin and zona occludens-1 (ZO-1) was increased, while no changes
were seen for claudin-1 and claudin-4.

* SBS etiology, on the contrary, was not found to be a significant predictor
of these outcomes, although a nonsignificant trend towards both higher
response rates (+9%, 95%Cl: (-8%, +27%)) and higher weaning rates (+7%,
95%Cl: (-14%, +28%)) could be observed in patients with Crohn’s disease.



Weaning off PS, or even just a reduction in volumes and days of weekly infusions, may
reduce PS-related healthcare costs and increase the QoL of SBS patients [31].
Teduglutide is, to date, an expensive treatment, but cost effectiveness analyses affirmed that

its use could be cost saving in selected subgroups of patients
Nutrients 2022 Feb; 14(4): 796

The rate of weaning (defined as the achievement of PS independence) was also evaluated as a
secondary end-point. Ten studies were finally considered in the meta-analysis.

Pooled data show a response rate of 64% at 6 months, 77% at 1 year and, 82% at >2 years; on the
other hand,

the weaning rate could be estimated as 11% at 6 months, 17% at 1 year, and 21% at 22
vyears.
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TABLE 3 Checklist of clinical assessments performed to assess cligibility for teduglutide treatment.

Stage Checklist of clinical assessments to assess eligibility
Define patient’s individual SBS-IF status = SBS type (anatomy and length of the remnant bowel)

]

Duration of postsurgery intestinal adaptation (months or years)

Oral feeding

= Type and volume of IVS (including severity classification of CIFE, according to
ESPEN™)

Patient’s expericnces or manifest complications of SBS-1F: CRBSI, catheter
dysfunction or thrombeosis, IFALD, gallbladder stones, kidney stones, or
ostecopenia

= VS program stability

Hydration status (including fluid and clectrolyte balance)

= Nufrition status

]

]

]

Screening for patient history = Underlying discase, comorbidities, Gl strictures, history of Gl obstruction, history
of cancer, severe heart failure with episodes of congestive decompensation in
particular, chronic kidney discase, hepatobiliary and pancreatic discase, or
allergics

Patient adherence to treatment = Check for willingness of paticnt to participate in treatment, stabilization period of
IVS, and ability to sclf-administer/have a carer administer HPN

Initial clinical assessments” = Presence of polyps and GI anatomy asscssment: colonoscopy, gastroscopy,
and abdominal ultrasound
= Assessment of underlying G1 disease (eg, 1BD)
= Liver function tests: levels of plasma alanine transaminase, aspartate
transaminase, alkaline phosphatase, gamma-glutamyl transpeptidase, and total
and conjugated bilirubin; prothrombin time INR; and plasma concentrations of
total protein and scrum albumin
= Pancreas test: plasma lipase levels
= Renal function test: levels of blood urea nitrogen and scrum creatinine,
glomerular filtration rate, and urine analysis
= Cardiovascular function assessment: blood pressure, heart rate, and
clectrocardiogram; cvaluate the need for cardiologic consultation
Biological parameters: blood counts, C-reactive protein level

Abbreviations: CIF, chronic intestinal failure; CRBSI, catheter-related bloodstream infection; ESPEN, European Society for Clinical Nutrition and Metabolism; G1,
gastrointestinal; HPN, home parenteral nutrition; 1BD, inflammatory bowel disease; 1F, intestinal failure; IFALD, intestinal failure -associated liver disease; INR,
international normalized ratio; IV, intravenous supplementation; PN, parenteral nutrition; SBS, short bowel syndrome; SBS-1F, short bowel syndrome - associated
intestinal failure.

*Severity classification of CIF"*: CIF requiring IVS with fluids and electrolytes alone is less severe than CIF requiring IVS of PN admixtures; the severity of CIF
requiring IVS of PN progressively increases in parallel with the increase of the volume of the PN admixture, calculated on a weekly basis as the daily mean of
the total volume infused per week (volume per day of infusion ¥ number of infusions per week/7 |ml/day|): PN1 <1000, PN2=1001-2000, PN3=2001-3000, and
PN4 =3000.

PPerform tests with the patient’s consent to define their eligibility for teduglutide treatment further.




Graf 11: Vyvoj relativni denni potfeby tekutin iv. u pacientd na teduglutidu.
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3224, Growth factors (GH, GLP2-gnalog, teduglutide). 60) We
recommend that patients with QF due to SBS are carefully
informed of the potential benefits and risks associated with
growth factor treatments; information should deal with the
probability of reducing the need for or the weaning from HPN,
the probability of QoL improvement, the expected duration of
treatment, the expected effects after cessation of the treatment,
the potential adverse effects and risks of the treatment, the
cost-effectiveness of the treatment, and the need to undergo

careful and regular monitoring.
(R52, Grade of evidence: low)

61) We suggest that, for those carefully selected SBS patients
who are candidates for growth factor treatment, the GPL2-
analogue, teduglutide, is the first choice.

(R53, Grade of evidence: moderate)

Commentary: see Commentary to Recommendation 63.

62) We recommend the evaluation of the efficacy of growth
factor treatment according to standardized protocols
measuring fluids, electrolytes and, whenever possible, energy
balance.

(R54, Grade of evidence: low)

Commentary: see Commentary to Recommendation 63.

63) We recommend that intestinal growth factors are only
prescribed by experts who are experienced in the diagnosis and
management of SBS patients and who have the ability and the
facilities to objectively evaluate and balance the benefit and
clinical meaningfulness of the interventions versus the in-
conveniences, adverse effects, potential risks, and cost-
effectiveness.

(R55, Grade of evidence: low)

Klaun nad Prahou,
2022-2023
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* \/lyvoj v indikaci
* Jednoznacna preference — a) rekonstrukce b) GLP-2 |écba

* Dominantné jde o desmoid, portomesenterickou trombodzu a
neresSitelné abdominalni katastrofy

* \\yznamna redukce komplikaci DPV — odklon od Tx |écby v¢ GLP-2
e Odklon od izolované transplantace streva

 Kombinovana transplantace streva a jater (pro IFALD..)

* Transplantace brisni stény (izolovana vs soucast MTVx)



Respektovat kriticka obdobi

Prevence infekce

Koordinace postupu - vyznam klinické koordinatorky !!!

Centrum DPV - zastreseni klinického problému (neni to teorie !!)
Chirurgie a rekonstrukce

Komplementarni metody: RTG, gastroenterologie a hepatologie
Klinicky farmakolog !!, osteolog,

Prakticky lékar a socialni problematika, kvalita zivota



Tab. 1: Indikace k transplantaci stfeva/ multiviscerainl transplantaci
(SBS - syndrom krdtkého stfeva, FAP - familidm( adenomatosnl polypéza)

(Khan, 2023)
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selhani domaci parenterdinl vyZivy
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PARENTERALNI VYZIVE

trombdzaz 2 centrainich &l

METABOLIC BONE DISEASE IN PATIENTS ON HOME

a mykotickou infekcl za rok

dvé nebo vice epizod systémove sepse s rozvajem Soku

PARENTERAL NUTRITITION

{asté epizody dehydratace

WOHL PETR', KRATOCHVILOVA SIMONA' SENKYRIK MICHAL?,
BENES PETR?, GOJDA JAN?, KOHOUT PAVEL?, MANAK JAN?,
TESINSKY PAVEL?, NOVAK FRANTISEK?, FENCL FILIP?

vysoké riziko smrtl

'Centrum diabetologie a DPV IKEM

teZky SB5 (gastrostomie, duodenostomie, rezidualni tenké stfevo
<10 cm u détf a <20 cm u dospélych)

?¢lenové pracovni skupiny Domdci parenterdini vyzivy SKVIMP

{asté hospitalizace, pseudoobstrukce, opidtova zavislost

SOUHRN
Nemocni na doméci parenteralni vyzivé jsou ve velkém riziku rozvoje metabolické kostni choroby (MBD). Patogeneze je
komplexni a mize byt dana faktory spajenymi se zékladnim onemocnénim, syndromem krétkého stfeva nebo samotnou aplikaci

patologlcké stavy v dutiné bfi

tumory (desmoidy, FAP, Gardne

portomesenteridinf trombozy
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neochota pfijmout dlouhodobou domacl parenteraini vyZivu

doméci parenterzlni vyZivy. Primarnim problémem spojenym s intestinalnim selhanim je malabsorpce viech zikladnich Zivin,

na prvnim misté kalcia a vitaminu D. Spravné nastaveni doméci parenteralni vyZivy (adekvatni energeticky piijem, pfiméfena
R ’ *' ki avitamind) miiZe zabranit dalsi progresi MBD. Strukturalné je zakladnim rysem

Inym poklesem kostni hustoty a zvysenym rizikem fraktur. Klinicky obraz je variabilni,

‘ormy s pohybovymi limitacemi a invalidizujicimi bolestmi kosti a svald. Cilem tohoto

rmaci o metabolické kostni chorobé, jeji prevenci, diagnostice a léché.

roba, intestinalni selhani, syndrom kratkého stieva, doméci parenteralni vyziva

— diabetologie

INTESTINALNI SELHANI —
CHIRURGICKA PROBLEMATIKA
A TRANSPLANTACE STREVA

INTESTINAL FAILURE — SURGERY MANAGEMENT
AND INTESTINAL TRANSPLANTATION

SUMMARY
re at significantly increased risk for the development of metabolic bone disease.
sase is multifactorial and related to several factors which may be home parenteral
s'underlying disease and general lifestyle. Parenteral nutrition factors contributing
), phosphate deficiencies and amino acid solutions. The primary disease associated
ysorption of calcium and vitamin D.This condition is characterized by incomplete
2nt distrubances ranging from osteopenia to severe bone disease with fractures.
tic or associated with bone and muscle pain or fractures which may occur as a result
siew is to describe one of the most common complication of HPN, and to show the
'ss of identification, treatment and prevention.
ease, intestinal failure, short bowel syndrome, home parenteral nutrition

KUDLA MICHAL'® WOHL PETR*?, SENKYRIK MICHAL® WOHL PAVELS,
BENES PETR?, GOJDA JAN?, KOHOUT PAVEL?, MARNAK JAN®, TESINSKY PAVEL®,
NOVAK FRANTISEK?, FENCL FILIP?, FRONEK JIR™==

*Klinika transplantacni chirurgie IKEM
“Centrum diabetologie a DPV IKEM,
“clenove pracovni skupiny Domdcl parenterdini vyzivy SKVIMP,
“Kiinika hepatogastroenterologie IKEM
“Ustav anatomie, 2. lékaskd fakulta Univerzity Karlovy, Praha
“1. Iekarskd fakulta Univerzity Karlovy, Praha

SOUHRN
Cilem tohoto sdéleni je souhrn postupl u nemocnych s chronickym intestindlnim selhanim. Syndrom kratkéhe streva
predstavuje nejtastejsi phicinu chronickeho selhani streva, Etiologie vzniku SBS je razmanita a lecba zahrmuie kompiexni
mezioborovy pristup. Pacienti casto maji pistéle a stomie a jsou odkazani na domaci parenteralni vyzivy, je2 je jako jeding
schopna zviadnout tezkou malnutrici. Zasadnim postupem je Dokus @ rekonstrukei zazivaciho traktu s obnovenim
anatomické kontinuity. Pokud po nedojde k na doméci VEive, je na miste
farmakologicks lé2ba 5 cilem zvfSeni resoméni kapacity stfeva a provedeni autologni stfevn! rekonstrilkce.

#fi rozvoji komplikaci domaci parenterini vyZivy je indikovana transplantace stieva nebo multiviscerdln transplantoce
které se v poslednich letech staly soutdsti léeby ireverzibilniho stievniho selhan
Kliow slova: stievni selhani, syndrom krétkého stieva, rekonstrukce zativaciho traktu, transplantace stieva

yolic bone dise-  koincidence s primami OS (postmenopauzélnl nebo se-
1t s chronickym  nilnf). Osteomalacie je zpdsobena deficitem vitaminu D,
domdc( parente- ktery vede k nekompletn mineralizaci osteoidu, v ptipa-
cii (OM) a €astéji  dé insuficience se manifestuje spise osteopenie nebo os-
5zu (0S) nebo je-  teopordza a dochdzl k Ubytku mineralizované i organické
imarné jemnoho  slozky kostnl hmoty.

jeno s poklesem Samotna DPV je ale také spojena s nékterymi pato-
nsity) s vysokou fyziologickymi mechanismy, které negativné ovliviujl
zak, et al, 2016).  vyvoj kostni hmoty. Podobné jako pfi CIF, je MBD pii do-
sekundarnl, pi- médcl parenterdni vyzivé charakterizovéna nedostatec-
3 je moznd i jejl  nou mineralizac( osteoidu s naslednou OM nebo OS/OP

SUMMARY
This presentation aims to summarize the course of action in patients with chronic intestinal failure. Short bowel syndrome
(SBS) is the most comman cause of chronic bowel failure. The etiology of S85 is diverse. SBS treatment invohves a complex
multidisciplinary approach. Patients often have stomas and intestinal fistulas. They are very often dependent on home parenteral
nutrition {HPN). HFN is the only way to manage their severe malnutrition. The most crucial process i attampting to reconstruct
‘their digestive tract with the restoration of its anatomical continuity. If independence on HFN fails after digestive tract
reconstruction, pharmacological trestment is used to increase intestine tract resorptive Capacity.
Furthermore, autclogous intestinal reconstruction is planned. In recent years, intestinal or mukti-visceral transplantation has
become part of treating imeversible intestinal failure in patients who developad HPN complications.
Keywords: intestinal failure, short bowel syndrome, gastrointestinal tract reconstruction, small bowel transplantation

Uveo mozné je romam pome rozdiingich kriterif (etiologie, rych-

losti rozvoje, objemu vyzivy, hydratace, doby trvini 3 pro-

Selhani stfeva (F, intestinal failure} je definovano jako  gnozy)do nemuka skupin (Pironi, 2018). NejCastejst pricinou
redukce absorpéni funkce gastrointestindinho traktu (GIT)  IF je syndrom kratkého stfeva (SBS, short bowel syndromel,
ped nezbytné minimum potfebne ke vstfebawani makre-  ktery je definovin jako absence schopnesti stfeva zajistit
nutrient( a/nebo vody 3 elekrolytl, vyzadujic parenterdini  integritu 3 fUNgOVANI organismu béznym pRjmem stravy
suplementaci k zachovani zdravf ainebo ristu (Pironi, 2015). 3 tekutin (O'Keefe, 2006). Syndrom kritkého stfeva vatsi-
Pacienti s IF predstavujl Znacne heterogenni skupinu a je nou charakterizuje delka Kiicek tenkeho stfeva kratsi nez
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HEPATOPATIE INDUKOV/
ASOCIOVANA DOMACI PARE!
VYZIVOU (PNALD, IFALD, |

HEPATOPATHY INDUCED/ASSOCIATED HOM
NUTRITION (PNALD, IFALD, PNA

PETR WOHL', MICHAL SENKYRIK?, PAVEL WOHL?, PETR BEN
PAVEL KOHOUT?, JAN MANAK?, PAVEL TESINSKY?, FRAN
FILIP FENCL? MICHAL KUDLA*

'Centrum diabetologie a DPV IKEM
“¢lenové pracovni skupiny Domdci parenterdini vyZivy SKVI
Klinika hepatogastroenterologie IKEM
*Klinika transplantacni chirurgie IKEM

SOUHRN
Domici parenteralni vyziva (DPV) je Zivot zachranujici lécba v pfipadech chronického intestii
Hepatopatie indukovana domaci p Ini vyzivou nebo h ie spojena s intesting
zahrnuje siroké spektrum stavl od steatdzy, cholestazy, ikteru az po kene¢né selhani jater (ESLC
IFALD zahrnuje kemplexni klinické, biochemické, radiologické a nékdy histologické vyzetfeni. [
jiné piiciny jaterniho pogkozeni prad zahajenim DPV. Management péée je zaloZen na multidis
nutricionistu, hepatologa, radiologa a chirurga. ESDL s jaternim selhanim je indikaci k transplant
transplantaci. lzolovana transplantace s(leva Je indikaci pro nemocné bez vyznamné formy PNA

probl ka prevence, mar ia \ecby\FALD
Kli¢ova slova: domaci p. alni vyziva, it inalni selhani, alni vyZivou as
SUMMARY

Home parenteral nutrition (HPN) is life saving therapy for patients with chronic intestinal failu
Parenteral nutrition associated liver disease or intestinal failure associated liver disease (PNAL
range of disease from steatosis, cholestasis, jaundice to end stage liver disease (ESLD). Diagnos
requires a complex of clinical, biochemical, radiological and where appropriate histology exam

causes of derranged liver function are excluded before HPN. The management of PNALD/IFAI 4

coop of nutritionist, hepatol diol and surgeron. ESLD with overt liver failurt
and liver transplatation/multiviceral . Isolated small bowel transplantion is indic
The purpose of this article is to discuss the current data dealing with IFALD prevention r

Key words: home parenteral nutriton, intestinal failure, parenteral nutrition asso

Uvop onemocnéni jater - ESLD (¢

tufe je mozné najit nekolil

Mezi hlavnl indikace domdcl parenterin vyZivy (DPV) (synonyma: PNALD - parel
patti syndrom kratkého stfeva (SBS), nespecifické stfevnl disease, PNAC - parenteral |
zanéty (IBD), poradiacni enteritida, poruchy motility a pseu-  V soucasnosti se pouZiva a
doobstrukce, nadory a jejich létba, ziskané nebo vrozené nal failure associated liver
malabsorpce a paliativni problematika. Hepatopatie indu- i PNAC (Beath a Kelly, 2016)
kovana dlouhodobou domécl parenteralni vyzivou je Zivot  termin IFALD, jenz charakter
ohrozujici komplikace, kterd mize vést do terminalntho  dobou vitalnfindikaci DPV a
onemocnéni jater - jatern cirhézy neboli kone¢ného stadia  roni et al.,, 2018). Diagnoza j
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200} Kimicka Kiasfikace OF podle Proniho je uvedena
‘Chronicka Intestinaini selhand (CIF — ehronic Intestinalfal- v tabuice 1. incidence CIF Je odhadovana na 5-107 1 mi-
lure) je definovans Jako porucha funkce 3 anatomie stteva  ben. Z3kiadnim kiokem Je zatazent do pregramu domd-
Vy2aduct parenteraini apliacl vody. substrati a mikronu- ol parentarainl vjziy (DPV) IDIBak JK, 2016). Tato letha
trentis k udrzenl metabolickeha, nutméniho stavu a ristu  predstavuje nahradu nefungupicho trviciho traktu, e ma
POt al. 2018, NesCastafl PiKInou IF e syndrom kidk-  sva rizka, meal néz fadime poskazen! Jater (FALD — Intes-
keho stfeva (585, short bowel syndrome), ktery e definovn  tinal falure associated Iner disease), metabalickou ostnl
3 govnl ha
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* Intestinalni selhani nema v soucasnosti moznou kausalni [éCbu
* DPV je zivot zachranujici metoda
e GLP-2 jedina lécba, ktera dava nadeji na redukci DPV a weaning DPV



* DEKUJI ZA POZORNOST
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