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OnpepenexHune

Cunapom kopotTkoit Kumk# (CKK) - 5170 COBOKYITHOCTb CUMIITOMOB,
00YCIIOBICHHBIX YMEHbIIIEHHEM (DYHKIIMOHAILHO AKTUBHOM MIOBEPXHOCTH
TOHKOMN KHMIIKH, Yallle BCErO sIBJSFOIINXCS Pe3YIbTaTOM PE3EKIMHI KHIIICYHUKA,
MPOSIBJISIOIIMXCS SIBJICHUSIMU XPOHUYECKOM KUIIIEYHON HEIOCTATOYHOCTH U
NPUBOSIIIMX K HAPYIICHUIO )KU3HEIEATEIbHOCTH OpraHu3Ma.

Kumeunas negocrarounocts (KH) onpezensiercs kKak cHUKeHHE QyHKLIHN
KUIIEYHHUKA HUKE TOTO MMHUMYMa, KOTOPbII HEOOXOAUM JUIsl ITOIVIOIIEHHS
MaKpO3JIEMEHTOB U / WM BO/IbI U AJIEKTPOJIUTOB, TPEOYIOLINX
[apeHTEPATHLHOTO BBEACHUS STUX BELIECTB JIJIs OIEPKAHMs 3/10POBbs U /
WJIM pocTa.



B ceHTabpe 2017 r cMHAPOM KOPOTKOM KULLKKU BHECEH B
nepeyeHb peakux (opdaHHbIX) 3a6oneBaHnin

Cunapom
KOPOTKOH

KHIINKH

ITocTpe3eKIMOHHBII CHHAPOM KOPOTKOI KHIIKH;
HApPYLIEHHE BCACBIBAHHSI M0C/I€ XHPYPrUYECKOro
BMEIIATEILCTBA, He KJIACCHOULHPOBAHHOE B
JAPYTHX pyOpHKAX; CHHAPOM KOPOTKOH KHIIKH €
BbIPAKEHHBIMH SIBJICHHSIMH MaJIbAUT€CTHH H

MaJjibadcopOuHH

Boaesnn
OpPraHoB
NHIeBapeHust

K90.8,
K90.9,
K91.1




Pacnpocrpanennocrs CKK y aereit na reppuropun Poceuiickoit @eaeparmm

Poccumnckas Accoumaums
ABTCKUX XMPYPIroB
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HeTpaHCcnNaHTONOrMYecKan TEXHOMOMMS NeYeHUA CMHAPOMA KOPOTKOM KULLKMU, MPOTEKaIoLWero ¢
XPOHMUYECKOMN KMLLIEYHOW He0CTaTOMHOCTbIO

AAHUTEABHAS HYTPUTUBHAS ITOAACPIKKA
B TOM UMCA€ U B CTALIMOHAPE
HAa AOMY

ITocrossuapie IIBK

MeAUKaMeHTO3HAsI TePAITus,
B TOM YHCA€ 3aAMECTUTEABHAA
Tepanua GLP-2

ITpesenTuBHAs TEpanusa
U KOPPEKIHsA OCAOKHEHUI

AyTOAOTHYHBIE PEKOHCTPYKIUN KUIIIEUHHUKA

/

ITEAD: BoccTaHOBACHHME SHTEPAABHOM aBTOHOMUH, peAykius ITIT, yayumenne kauecrsa sxu3nmn
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B MMPOBOM NPaKTUKE — COKPaLULeHME NOKa3aHUN U YyMeHbLIEeHWe Yucna TpaHcnaanTaumnii npu CKK

Koamuectso tpancraamranii y Aereii i B3pocanix (Vo) %
’ Buabr Tpancraanranui
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Smith JM, et al. Am J Transplant2014;14(Suppl 1):97-111

Proposed pediatric intestinal transplant criteria in the =~ BurshardtkMetal.

new era of specialized care for intestinal failure £ | Transplant. 20185 Junzl5(6):1674-81.
Proposed Intestinal 0Odds ratio 95% CI p-value Sensitivity | Specificity
transplant criteria
>2 admissions to ICU 23.6 2.7-209.8 0.0001 26 98
Loss of >3 CVC sites 33.3 18.8 - 54.0 0.0003 17 100
Persistent elevation of 24.0 3.2-302.7 0.0003 67 92
conjugated bilirubin
(> 75 pmol/L) following
6 wks of lipid strategies
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Mpo6nembi geteit ¢ CKK B Poccuiickoii Pepepauum

PeweHHblIe

[ocTynHOCTb BCEro yuKkna
HETPAHCNAHTONOTMYECKOM TEXHO/IOrUK
neyexusn CKK;
BoamoxHocTb HecnnatHoro neyeHun u
KPYr1OCYTOYHOM NOMOLLYK;
CokpauieHune kKonuyectsa aeten ¢ CKK,
nosy4arwmx neyeHme B 3apybexHbIx
KNUMHUKaX;
PacnpoctpaHeHue cuctemsl gomatuHero MM 8
pasHbIX perMoHax CTpaHbl;
Co3paHue 0bLLEepOCCHMIACKOro perncTpa aeten
¢ CKK;
BHeceHune CKK B 06mit cnMcok opdpaHHbIX
3aboneBaHui;
CospaHue Hosoro suaa BMI gna
ayTONIOrMYECKUX PEKOHCTPYKLMIA KULIEYHMKA Y
aetemn
AKTMBHaA couuasibHan 4eATeNIbHOCTb

nauMeHTCKOM opraHun3aumnm

HEpeweHHble

HET eguHbIX CTaHAAPTOB /IEYEHUA U YTBEPKAEHHbIX
KNMHUYECKUX peKoOMeHaauni;

HeT HopmaTuBHO-NpaBoBow 6a3bl NnposeaeHnA
nomawHero MMM1;

HET 4eTKoro peryampoBaHusa BONpocoB GpUHAHCOBOrO
obecneyenus naumeHToB CKK Heobxoammbimm
JIeKapCTBEHHbIMM NpenapaTtamu, KOMNOHeHTaMm
napeHTepanbHOro U IHTEPANbHOTO NUTAHMUA,
U34eNUAMU MEAULMHCKOTO Ha3HaYyeHus,
3aMeCTUTENIbHOM Tepanuein CUHTETUYECKUM
aHanorom GLP-2;

HEcooTseTcTBMe TapudoB onnaTbl peansHoOM
CTOMMOCTbIO NeYyeHun naumeHTos ¢ CKK;
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Mupon BepHyACS AOMOI IIOCAE TOAQ ACHCHHSA
~ B l'epmanum.... Ha MAPEHTEPAABHOM ITHTAHHH
. T % 1 uadysnonnoii reparmn. Kanamaar aas
Pexksuantbl  Cuet us lep.. Boinucka PA.. Boinucka le.. fok Hle\lCIICHHﬂ 3AMECTUTCABHON TepﬂIIHH

GLP-2
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3Ttan neveHun B CTaUMOHape Ha AOMY: YTO HEOBXOAMMO ANA NIEYEHUA B CUCTEME
AOMALLIHEero napeHTepanbHoOro NUTaHuA?

\'CTQIH()BI\‘H IHOCTOHAHHOTO HCHTPAABHOI'O BCHO3HOTO AOCTYIIA

Illlllllllzlllllﬂ " II(),\6()p IICPC()HZL\I)HOﬁ CXCMbI HyTpIITIIBI—IOI“I IIOA,\C]’)}KKII

Obyuenne poanreaeii i/man camoro manuenta (¢ 16 aer) nposeaenmro II1

[lorpyxenne manmenTa n poAuTeas B cucremy aomaraero IIT

Obecrieuenne HCO6XOAHMI:IMI/I ACKAPCTBCHHDBIMH IIPEIIapaTaMi M MCAUIIMHCKIMI
H3ACAHAMIT K MOMCHTY BBIITHCKH ITAITMCHTA M3 CTAIIHOHAPA

e Tlocrosmuas KOMMYHHKAITHAA C ceMbell ITalmeHTa TPyIIIIbI HYTPHTHBHOﬁ ITOAACPZKKI
H MCAIICPCOHAAQ ITO MECTY AKHTECABCTBA

.




Xupypruuecknii oran acuenne Aereii ¢ CKK

MocnegosarenbHan nonepeyHan snTeponnactuka (Serial Transverse EnteroPlasty (STEP))
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Onenka spemenn pepykiun HITy ereii ¢ VIBTPAKOPOTKUMMU
Bapuantamu CKK

Tabnnya
BLDKHBAHNA

0.8+

p=0,054

T T T - T
.00 20,00 40,00 60,00 80,00

Bpems HabnropaeHnua peaykuum MM (B8 mecayax)

Jlonss OonbHbIX, gocturmux peaykuumu [T cpeam onepupoBaHHBIX —JIETEH,
cocTasiseT npuMepHo 60% k 22-M Mecauam, a 3aTeM NpaKTHYCCKH HEU3MEHHA.

B rpynne HeonepupoBaHHBIX JeTeH PeayKUHH K 3TOMY CPOKY JOCTHIAET TOJIBKO
16,3% nauueHtjd.
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Gabriel E Gondolesi, Mariana Doeyo, Constanza Echevarria Lic, Fernando Lobos , Santiago
Rubio, Carolina Rumbo et al. JPEN J Parenter Enteral Nutr. 2020 May;44(4):703-713. Results of

Surgical and Medical Rehabilitation for Adult Patients With Type 111 Intestinal Failure in a
Comprehensive Unit Today: Building a New Model to Predict Parenteral Nutrition Independency]
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Figure 2. Freedom from PN survival using Cox regression, forwurd stepwise model. *Time point when TED becomes avanlable
for use. NPposQx. Post Sx PN (Days): PN, parenteral nutntion; TED. teduglutide.




AnutenbHoe napeHTepanbHoe NUTaHue B MNporHo3upoBaHue 1 nNpeBeHTUBHasA
cucreme aomawnero MM Tepanusa OC/N0XKHEeHUI

MepcoHanusnpoBaHHbIN NOAXOA K BbI6GOPY AanbHeNLel TaKTUKe
neyeHus

3TanHble ayToN0rMUYHbIe PEKOHCTPYKLMK
 KMLLIEYHMKA

3amectutenbHana tepanua GLP-2

TpaHcnaaHTauMA Npyu pasBUTUMN
YKU3HEYIPOXKAIOLMUX OC/IOXKHEHUMN
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FnokaroHonopo6HbI nentna-2 (GLP-2)

‘1 DHTEPOIHAOKPHHHBIE l\L\C'l‘}\'II]

| CyGanmreanaspubii Muogudpodaact

{::%VIP
\\(colon)
VIP

Blood vessel GLP-2R
B u
2 [viipon |

GLP-2, rntokaroHonogobHbi nentuz 2; GLP-2R, peuenTtop
GLP-2; IGF-1, uHcynnHonogobHbI dakTop pocTta 1; KGF,
dakTop pocta kepatuHouuToBs; NO, okempg azorta; VIP,
Ba30aKTMBHbIN KMLIEYHbIM NenTug,

[

Villus

Crypt

Lamina propria

Tunica muscularis

1. Dubé PE, Brubaker PL. Am J Physiol Endocrinol Metab. 2007,293(2) E460-5

2. 2YustaB, et al. Gastroenterology 2009;137(3) 986-96




CTPYKTYPHO-DYHKLMOHANbHbIE U3MEHEHWUA C/IM3NUCTON Ha poHe

NPUMEHEHUA CUHTeTUYecKoro aHanora GLP-2 (teayrnytnp)* F
n Baseline Teduglutide exposure p Value

Villus height (pm)
Week 61 + 17 10 570 + 191 805 + 235 0.021

Crypt depth (pm)
Week 61 + 17 10 278 + 61 349 + 92 0.01

Plasma citrulline (uM)
Week 26 + 6 9 165 + 7.7 319 + 146 0.001
Week 51 + 13 8 166 + 8.2 386 + 26 0.008

a) i

Lo

*TeayrnyTwa - KpaTkas xapakTepucTKa NeKapcTBeHHOro cpeacTsa, Waiiep ®apmacsiotukanc UpnaHaua Nva/ Shire
Pharmaceuticals Ireland Ltd , Hoabpb 2017

Pevny et al Clin Nutr 2018 (in print)




Pe3synbraTbl

» K 24 Hepene nccnenoBaHUA KNMHUYECKM 3HAUYMMble COKpaLLeHua
napeHTepanbHOro NUTaHMaA bl AOCTUTHYTHI B rpynnax AeTen ¢
CKK ¥ KMLWEeYHON Hea0CTaTOuHOCTbIO, NnoyYaBwmx Teryrnytua, (P
<0,005).

» B rpynne geten, nonydaswux teayrnytma* 8 gose 0,05 mr/Kr/cyTkm,
KOMYECTBO NAUMEHTOB, Y KOTOPbIX OblN AOCTUTHYT
NONOXUTENbHbIN 3PDEKT B BUAE yMeHblleHUa obbema MMM u
obpeTeHusn sHTepasibHOM aBTOHOMUM, BblN0 HonbLue.

» [podunb 6esonacHocTn Teayrnytnaa™ 6oin 6naronpusaTeH B obemx
rpynnax nauneHTos, NoayyasLmx npenapat B gose 0,025
mr/Kkr/cyTku n 0,05 mr/Kr/cyTKu, 4TO COOTBETCTBOBAIO
npeaplaywemy 12-HefenbHOMY UCCNeA0BaAHUIO

*Teayrnytna - KpaTkan XapakTepuCTUKA 1eKaPCTBEHHOMO CPeACTsa, Waitep ®apmacbioTMKanc
Mpnanaua ira / Shire Pharmaceuticals Ireland Ltd , Hor6ps 2017




OnbiT npuMenens cuurernueckoro anasora GLP-2 y aereii co caoskubivmu sapuantamun CKK s P®

» Yabrpakoporkuii Bapuant CKK npu naAnumm ToACTOi KKK 4 nmanmenTa

ITepsbie 12 neaean NPHUMEHEHHs: peAyKis kasopaxka [TIT ua 50 — 75 % - 1 narment ¢ ITIT 1 AeHBb/HEAEAIO

Yacruunoe COXpaHeHHe 3(})(1)61(1‘:1 TOCAC OKOHYAHHA Kypca

» CKK B HCXOA€ FACTPOMHTECTHHAABHBIX HEHPOMBIIIEUHBIX 3a00ACBAHMI, 5 IAITMEHTOB ¢
BapHaHTaMH 0€3 ITOAB3AOIIHOII M TOACTOM KHIIIKK

¢ Ilepseie 12 HeaeAb IPHMEHEHHA: PEAYKIHA 00beMa HH(DY3HOHHOMH TePalHH HA

50 % - 100 %

*  Peaykuus xasopuiinoctu ITITua 50 % - 100 % - 2 nanuenTa Ge3 ITIT

CpeAHsist CTOMMOCTD 3aMeCTHTeAbHOII Teparun y 6oabnoro ¢ CKK - 64 800 000 py6 s roa
O6mas croumocts 3amectuTeAbHOi Tepanuu y 50 narmmentos ¢ CKK - 3,24 Mmapa py0 s roa




Iammenrka A, B nacrosiee spems 19,5 aer

Anarnos: cHHAPOM Acaaa, 3ABOPOT TOHKOM KHIIIKHU B BO3paCTE 7
ACT.

Bapuanr CKK: 15 ¢m ronkoii kurmku + ToACTas KUIKa

l‘()Cllll’l'?L\lliHlllll}l B BO3pacre 7 aer

Ocaorkuenus:

AB2a DIIM30AA KATETEP-ACCOIMUPOBANHOI MH(DEKIINN KPOBU
Permansupyrommii D-aaxrar anmaos

KKb

®ubpos neuenn (METAVIR 3)

Mertaboanueckue 00AE3HI KOCTHOM TKAHM: A Py3HBIA
0CTEOn0PO3

B cucreme aomarnero ITIT B Teuenue 10 aer

B 719 aer — oranmas ayroaorunyHasi pEKOHCTPYKIIMS KMIIICUHUKA

AAUHA TOHKON KMIIKH II0CA€ PEKOHCTPYKIIUU 35 cm

ITocie onepanuu - odpeTeHHe YaCTHYHOM IHTEPAIbHOI ABTOHOMHH, N0J1y4aeT
noaaep:xxkusaiontee I1I1 B cucteme nomammuero I, na pone repanuu cunreTnueckum
anajsorom GPL-2 - mapenTepajibHOe NIHTaHHE COKPALEHO 10 1 pasa B Hexelio,
CTYA€HKA KOHCePBATOPHH, BOJIOHTEP NAUHEHTCHOH opranu3auuu 6oabubix ¢ CKK




PE3IOME

MauyuenTbl ¢ CKK HyXOatoTCst B My IbTHAMCIMILIMHAPHOM HAOIIOACHNH B LIEHTPAX,
3AHUMAIOIMXCS JICYeHHEM OOJIBHBIX ¢ XPOHMYECKOM KHIIEUHOH HEI0CTaTOYHOCTh

B nacrosiiee Bpemst HeTPaHCIUIAHTONIOTHYECKHE TEXHONOMMH Nleuenus y Gonbabix ¢ CKK
JCMOHCTPHPYIOT O0JIbIIYI0 (D ()EKTUBHOCTD 110 CPABHEHHUIO ¢ TPAHCIIAHTALMEH KUIIKH /WITH
MYJILTHBHCIIEPAILHOMN TpaHCIIaHTalHelt

3aMeCTUTe IbHAS Teparusi CHHTETHYECKUM aHaJI0rOM IIIOKOTOHOIMOI00HOTO MenTuia -2
(TeaynIyTH) SIBISIETCS OZAHOM M3 ONLMI HETPAHCIUIAHTOIOIMYECKOW TEXHOIOTHH JICUSHUS,
MO3BOJISIHOLIEH DoJiee paHo 0OPECTH DHTEPATIBLHYIO aBTOHOMHIO, & Y JICTCH CO CII0KHBIMH
sapuanTamMn CKK cokparute 00beM U KPaTHOCTH MPUMEHEHHs [TAPEHTEPAILHOM
HYTPUTHUBHOM IOUICPIKKH

OcobeHHOCTH TPUMEHEHUS 3amecTuTenbHOM Tepanun y aereit ¢ CKK 3akimouatores B
napasuieIbHOM NPUMEHEHHH TIpenapara Tely Iy TH/I U TapEHTEPaIbHON HY TPHTHBHOMN
MOJUICPIKKHU € MOCTENEHHON pely KL 1ocieaHen




Criacu6o 3a BHHUMAHUEC

DparMenT BUACO

[Manment 7 Aet, ¢ yaprpakoporkmym BapuanTom CKK, 4 ropaa
ACUCHHSA B CTAIIMOHAPE HA AOMY, KAHAHAQT AAS
samectuTeAbHOI Teparmn GLP-2




