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[IpencraBieHb! KIMHUYECKHE CIIy4an H 0030p METOJ0B JIeueHus geTeit ¢ cuuapomom kopotkoit kuniku (CKK) — peznko BcTpedaro-
mieiicss popMoii maTONOTHH, KOTOpasi TpeOyeT My TbTHANCIUILTHHAPHOTO TToxoaa. YacteiMu nposiBieHnssMu CKK siBistroTest cum-
HTOMBI MaJIbabCOPOIMHU: AEMITUHI-CHHAPOM, IPOrPECCUPYIOIIAs ITOTePsi MACChI Tela, Ae(YULUT MAaKpO- U MUKPOHYTPHEHTOB, IIPO-
SIBTICHUS AUCIICTICUH U OOJH B XKHUBOTE. YHCIIO 1 MHTCHCHBHOCTH CHMIITOMOB 3HAYNTEIEHO BapbUPYIOT cpean O0oiabpHbIX. TakTHka
JIedeHHs TaKUX MAllMeHTOB BKIIIOUAET MOKU3HEHHOE TTapeHTepaibHOE MUTAaHUE UM, B KaUeCTBE BBIHY)KIECHHON MepBbI, TPAaHCIUIaH-
TaIMIo KuieyHnka. Peabunurannonusie Meponpustis y aereid ¢ CKK 1omKkHBI BKITFOYaTh KOPPEKIUIO HAPYIIEHHOTO BCACBIBAHUS
1 BOCCTAHOBJICHNE HOPMATBHOTO TPOPHUIECKOTO CTAaTyca; KyNMUPOBAHNE AUApEr, TPOGHUIAKTHKY U JICUCHHE HAPYIICHUH MHUKPO-
OHMOTHI KHUIIICYHHKA; YMCHBIICHHE OOIINX TUTCCTUBHBIX W3MCHCHHIA. YCTAHOBICHO, YTO aHAJIOT DIFOKATOHOMOJOOHOTO MENTH/IA
2 TeayTIyTHI NO3BOJISET YMEHBIINTH 00BEM ITapeHTepabHOTO MTUTAHMS, BpeMst HH(DY3HUH 1 Jake TOOUTHCS MOIHOTO IIepexosia Ha
SHTEpaNbHYI0 aBTOHOMMIO. [IpuBenens! 3 KIMHUYECKUX MPUMepa, CBUAETENbCTBYOMUX 0 ToM, uto euenne CKK y nereii temy-
DIyTHIOM ) deKTHBHO 1 Ge30macHo.
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The article presents an overview of current trends in the approach to the treatment of patients with short bowel syndrome (SBS),
including the example of pediatric patients in the Tyumen region. SBC is an extremely rare nosological form in the practice of a
clinician and, as a rule, patients with such a diagnosis require a multidisciplinary approach. The most common manifestations of
the disease are symptoms of malabsorption: dumping syndrome, progressive weight loss, deficiency of macro- and micronutrients,
other manifestations of dyspepsia and abdominal pain. Attention is drawn to the fact that the number and intensity of symptoms
varies significantly among patients. The traditional tactic for treating such patients includes the need for lifelong parenteral nutri-
tion or, as a necessary measure, intestinal transplantation. Rehabilitation measures in SBS children should take into account the
requirements for correcting impaired absorption and restoring normal trophic status; relief of diarrhea, prevention and treatment of
dysbiosis; control and correction of general digestive disorders. We found that the analogue of glucagon-like peptide 2 (GLP-2) —
teduglutide — makes it possible to reduce the amount of parenteral nutrition, infusion time, and also achieve a complete transition
to enteral autonomy. The method of treatment with Teduglutide is the most promising for patients of this category.
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BBenenne

unapoM kopotkoi kumiku (CKK) c kumieyHoii He-

JOCTaTOYHOCTBIO — PEAKOe, U3HYPHUTEIbHOE U MO-

TEHIMAJIbHO ONAcHOe IJIsl XHU3HH COCTOSIHHE, IIPH
KOTOPOM yTparta adCOpOIIMOHHOM CITIOCOOHOCTH KHIIIEYHH-
Ka JHIaeT OOJbHBIX BO3MOKHOCTH yCBaWBaTh J0CTATOY-
HOE KOJIMYECTBO MUTATENBHBIX BEIIECTB U3 MOTPEOIsieMOoil
MTUIIXA, TOOTOMY UM TpeOyeTcs MmapeHTepaibHOE MUTAaHHE
(ITIT) — BuyTpuBeHHas nH(py3nonHas Tepanus [ 1-3]. Kon
3aboneanust 1o MKB-10: K92.1 — napymienue BcacbiBa-
HUS 10CJIE XUPYPTUYECKOT0 BMELIAaTeNbCTBA, HE KilacCu(u-
[IUPOBAaHHOE B IPYTrUX pyOpukax'. Hactora BCTpedyaeMocTi
CKK B 1iestom coctaBisier 2—5 ciydaeB Ha | MITH 4elloBeK
[4-6]. YactoTa BcTpeuaemoctn CKK y nereit cocrasusier
24,5 coyaasaa 100 000 xxuBOpoXa€HHBIX 1 353,7 cimydas Ha
100 000 nenonomenusix nerei. Jleranprocts mpu CKK
BapbupyeT oT 11 1o 37,5%, oOycnoBinena nH(EKINOHHBI-
MM OCTIOKHeHusMu [2, 3].

OcHoBHble npuuuHbl CKK onucaHbl, OHU ONpEensoT
pa3BUTHE MATOJIOIMYECKHUX MIPOLIECCOB, BBI3BAHHBIX OOLIUP-
HOM pe3eKnuell KNIIeYHHKa, CBSI3aHbl C 00hEMOM PE3EKITUN
u e€ yposHeM, npu Tsxénom CKK c¢ BelgeneHusmMu uepes
CTOMY TPOHMCXOIUT TIOTEPsSI DJIEKTPOIUTOB M MHHEPAJIOB,
HApyIIATCS COCTaB M KaueCTBO MUKPOOMOTHI KUILICYHHUKA
[7-11]. 3naunmbiM nposiBieHrem CKK siBisietcst manba0-
copO1ust — HapyLIeHHUe BCAChIBAHUS U MOTEPSl OAHOTO WIIN
HECKOJIbKMX MUTATENbHBIX BELIECTB, MOCTYMAOIUX B IH-
II€BapUTEIbHBIN TPAKT, KOTOpask XapakTepusyeTcs auapeen
n obe3BoknBaHueM [ 12—14]. MHOTHe TOIBI CYMTATIOCH, YTO
s narerToB ¢ CKK MoxeT mpuMeHSIThCSI TOIBKO 3aMe-
crurenbHas Tepanust B Buje I1I1, kotopoe, ogHako, MOXKET
MOBJIEYb 32 COOOW CENTUYECKHE OCIOKHEHHS, HAPYIICHHS
¢bynkumii medenn W Ap. Takas Tepanus CONMPOBOXKIACTCS
TaKXKe 3HAYUTEIbHBIM CHMKEHHEM KauyecTBa >KU3HU Ia-
nueHTa U ero cembu [13, 15]. PeaOuiurarus maiueHTOB
¢ CKK ocHoBaHa Ha MYJIBTUAMCLUIIIMHAPHOM IIOIXOZE,
YTO TIO3BOJISIET aJIEKBaTHO OIEHHUTH MX COCTOSHHME M 00e-
creunTh 3G QPeKTHBHOCTH JiedeHus [16—18]. YeranosieHo,
YTO aHAJIOTH ITHoKaroHonoaoOHsIx nentuaos (I'TIT) moryT
YIAy4LIaTh MPOIecchl aOCOPOLIUK, YMEHBIIATH allONTO3 JITH-

'B MKB-11 mpucyrctByior o0HOBIEHHBIE Kombl: DA96.04 — Short
bowel syndrome description having less than 200 cm of residual small
bowel with or without colon in an adult and for children ( < 18 yrs),
less than 25% of the normal length of intestine for their respective age.
Ecte otnenbusblii ko s HoBopoxaéuHbix — KB89.1 — Short bowel
syndrome in neonate. URL: https://icd.who.int/browse11/l1-m/en#/http://
id.who.int/icd/entity/780637678
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TEJIMABHBIX KIIETOK, YBEIWYHBATh YCBOSCHHE HYTPHEHTOB,
YTO CIIOCOOCTBYET peaduiuTauu Takux 0onbHbIX [19, 20].
['TII1-2 — ecTecTBEeHHBIA TOPMOH KEITYIOYHO-KHIIIEYHOTO
TpaKTa, CeKpeTHpylomuiicss L-kieTkamMu NOAB3IOLIHOW U
TOHKOH KHIIKM B OTBET Ha HEaOCOpOUPOBaHHBIE NUTATEIIb-
HBIC BEIIECTRA.

[lepBbIM 1 €IMHCTBEHHBIM TPEMIAPATOM, TIOKA3aHHBIM IS
neyennst CKK, snsercst renyrmytun (TI') — pekoMOHHaHT-
HbIi aHanor uenoBedeckoro ['TIT-2 [21-23]. TT omoOpeH B
Esponetickom Coroze u CIA B 2012 r., 3apeructprpoBaH B
Poccum B 2021 1. anst ievenust 00JIBHBIX B BO3pacTe OT | roa.
3a cuéT yBeNnMUYeHHUs BCACBIBAHUS HyTPHEHTOB U3 KHIIIEYHUKA
cHkaercs norpedHocts B [T u ymensInaercs ero o0bEM u
Bpems BBeneHus [24]. Dddexrsr TI™ onpenenstorest ero Bus-
HUSMH Ha CTPYKTYPHYIO M (DYHKIIMOHAIBHYIO aJalTalliio
KUIIKA: UHIYKIHS Tpoirepannyl | MOBBIIICHUE BEDKHBAC-
MOCTH KJIETOK KPHIIT, YBEITMYCHUE [UTMHBI BOPCHHOK H TTyOU-
HBI KPUIT, TIOABJICHUE allONTO3a SHTEPOLIUTOB, YBEIHMICHHE
Macchl KUIIEYHUKA, KUIIEYHOTO U MOPTaJbHOIO KPOBOTOKA,
TIO/IaBJICHUE CEKPELIMU COJISTHOW KUCIIOTBI B XKEITyAKe, 3aMe/l-
JICHHE MOTOPHMKH KHIIEYHHKA, MOBBIIIEHHE BCACHIBAIOILEH
CHOCOOHOCTH KHUIIICYHHUKA, B TOM YHCIIE 32 CUET YBEIMUCHHS
00pa3oBaHusl XMJIOMHKPOHOB W BCACBHIBAHUS TJIFOKO3BI TIO-
CPEACTBOM HaTpHUH-TIIIOKO3a-TPAHCIIOPTHOTO OeJIKa 1 TpaHC-
NopTEpa MIIOKO3BL, YIydllIeHHe 0aphepHOU (PYHKLIUH KUILIeY-
HHUKa, YMEHbBILICHHE BOCHAJICHUs, MOBBIICHUE MPOTYKIHH
Ba30MHTECTUHAIBLHOIO TENTHAA, YMEHbLICHHE JKCIPECCHU
UHTEpIeHKknHOB-1 u -2 [25-27].

Ieab paboTbl — ONpeneIuTs 0COOEHHOCTH HCIONb30-
Banus TT" y nereit ¢ CKK.

MaTepI/Ia.]'Il)I U METOAbI

Bmusane TI' ma gereit ¢ CKK ompenmemsuim npu aHa-
nu3e 2 KIMHWYECKUX CIydaeB IPHMEHEHHUs Ipernapara
(12-HenenpHOE OTKPBITOE MHOTOLIGHTPOBOE HCCIIEIOBAaHHE
u 24-HeienbHOE PAHIOMHU3UPOBAHHOE [ABOWHOE CIENoe
uccienoBanue), B kotopbix yudactBoBaim aern ¢ CKK B
Bo3pacte 1-17 net, nyxxnatomuecsa B I1I1, 3a uckmoueHu-
€M MAaIIEeHTOB, HE CIIOCOOHBIX K PHTEpalbHOMY IHUTaHMIO.
B 24-nenensnom nccnenosanuu y aereir ¢ CKK B Bo3pacte
1-17 net, mToMUMO CTaHJAPTHON TEpanHy, OBIIIM HCIIOIB30-
BaubI 2 103upoBku TT': 0,025 mr/kr/cyt (n=24)n 0,05 mr/kr/cyT
(n =26). B pedepentHyto rpyniry (TOJIBKO CTaHAAPTHOE Jie-
YyeHue) ObLUTU BKITFOYCHBI 9 OOJIbHBIX.

[Juzaiin pa®oTel 07100peH HE3aBUCHMBIM JIOKAJIbHBIM
TUYECKUM KOMHUTETOM. Y BceX OOJBHBIX MOIYUYEHO 100po-
BOJIbHOE HH(OPMUPOBAHHOE COIJIACHE.
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Pesynbrarsl

Bce nanuentst B peepentHoii rpyrre u 98% O0NbHBIX,
nonyuaBimx TT, ucnsitanu 6onee 1 HeKeNnaTeIbHOrO sIBJie-
HUs JETKOW WM cpeiHed TspkecTu. [Ipu KOJIOHOCKONMH |
aHaJM3e Kalla Ha CKPBITYIO KPOBh HE OOHAPY)KEHO TTOJIUTIOB
n HOBoOOpazoBanuil. Y 13 (54%) OoNbHBIX, MOTYYaBIIAX
0,025 mr/kr TT, u 'y 18 (69%), nomyugasmux 0,05 mr/kr TT,
obu10 nocturayTo 20% cumwxkenue oobéma 111 Ha 24-it He-
nene (Tadu. 1). Tpoe 6osbHbIX, noay4asiux 0,05 mr/kr/cyT
TT, u 1 mauument B rpymnmne, nomydasiueii 0,025 mr/kr/cyt TT,
nocturu HezaBucumoctu ot II1. Tlocne 4-HenenbHOTO TIE-
puoza BeIMbIBaHMS y 2 U3 3TuX nanueHToB [111 66110 B0300-
HOBJIEHO, a e 2 ocranuch HezaBucuMbl oT [1I1. Tlpu sTom
YCTaHOBJICHO YBEJIMUYEHHE YPOBHEH IUTPYIUIMHA B TIa3Me
KPOBH, YTO CBHJETEILCTBYET 00 YBEIMUYECHHH MacChl SHTeE-
porutoB [28-30].

Onucanne KINHHYECKUX ciyuyaeB

ITox naGmronennem HaxonsrTcs 7 aerei ¢ CKK. Bos-
pacT manueHToB oT 3 mMec 10 12 jeT. OTH IeTH NpU3HAHBI
HY’KJAIOIMMUCS B OKAa3aHUU MAJUTHATUBHON MEIUITMHCKOM
MIOMOIIHM PEIICHHEM BPaueOHBIX KOMUCCHHA MEIUIIMHCKUX
OpraHu3anuii, B KOTOPBIX OHH MPOXOIUIIN JIeYEHHE WIIN Ha-
OJIr0maIMCh, HA OCHOBAaHMU NPOTHO3a 3a00JIeBaHUs, CTETe-
HHU BBIPAXKXEHHOCTH (DPyHKLMOHAIBHBIX HapyLIEHUH CO CTO-
POHBI HKEJIyAOYHO-KHILIEYHOTO TpPaKTa, HaJU4Yus THKENOH
CcomyTCTBYyIOUIEH rmatonoruu. [locne ycTaHOBIEHUS THAarHO-
3a CKK, B nepuop rocnuranusanuu B Poccuiickyto neTcKkyro
KJIMHUYECKYIO OOJIBbHHUILY, A€TH ObLTH 00ECIICUeHbBI MOCTOSH-
HBIM LIEHTPAJILHBIM BEHO3HBIM JIOCTYIIOM, a TAK)Ke UM OBbLITH
nogoOpansl nHAMBUAYabHbIe cxembl [1I1 u sHTEpaIbHOTO
nuTanus. Y S5 jereld ObUIO TPUMEHEHO PEKOHCTPYKTHB-
HO-BOCCTaHOBHUTEIBHOE XUPYPTruiecKoe jJedeHue (mocieno-
BaTenpHas rnonepeyuHas sHTeporuiactuka — STEP) [22, 23].
[IpenBapuTelbHO MaMbl BO BpeMsI TOCHUTAIN3AIUN OBLITH
00y4eHbl TEXHOJIOTHH TpoBeneHus JumtensHoro III1, oc-
HOBOM KOTOPOH SIBIISIETCS CTPOTOE COOIIOJCHUE aCETITHKH.
JlaHHBIE TMHAMUYECKOTO HAOIIOICHUS MPOIEMOHCTPHPOBA-
11 3G pexTUBHOCTD nperapara TT, 4To HalLIo BhIpaKEHHE B

9P PexTUBHOCTL MEIMKAMEHTO3HOTO JIedeHus Kk 24-if Hegee
HCCIeI0BAHUS

The efficacy of drug treatment by the 24" week of the study

TT, mr/kr/cyT CranpmaprHOE
IMokazarens Teduglutide, mg/kg/day JICYCHHUE
Index Standard
0,025 0,050 treatment
‘YMmeHblIeHNEe 13 (54 %) 18 (69%) 1
o0wéma ITIT> 20 %,

n (%)

Reduced parenteral
nutrition > 20 %,

n (%)

O6ném I,
MII/KT/CyT

Volume of parenteral
nutrition, ml/kg/day

1162+10.52 [23.30+17.50 |6.0+4.55

Bpems undyszum, 109+1.78 11.3+£2.24 0
nHeit/nen (u/cyr)
Infusion time, days/ 125+£273 13.0+3.84 10.2+0.69

weeks (hours/day)

W3MEHEHHH Psijia OLIEHUBAEMBIX [TOKa3aTeIel COMaTHYEeCKO-
rO COCTOSIHMS JIeTel, MPUHUMAIONINX TpernapaT B TEUCHUE
roza (c aBrycra 2021 r.), a Taxxke 6 mec (¢ ssaBaps 2022 ).
OneHuBaay U3MEHEHHSI POCTa U MAcChl TeJsa, HEAETbHBIN/
cyrounblii 00béM 11T (Mi1), cyTOuHBIH 00BEM cTyma (M),
€ro KOHCHCTCHIIUIO M YaCTOTY, KPATHOCTh MPUEMOB THIIH U
00BEM OTHEISIEMOTO TI0 CTOME (MJT) B CyTKH.

Hwoxe npuBeneHs! 3 KIMHUYECKUX IpuMepa: 2 TeBOYKH,
npunumasie TI B Tedenue 1 roga, u 1 Manp4uK, MPUHU-
maBimii TT' B TeueHue 6 mec.

Knunuueckuii npumep 1. eBouka 13 net momywaetr TI'
c aBrycra 2021 r. Knunuueckuii quarao3 (ocHOBHOI): Pe-
LUJUBUPYIOIIHUN CTEHO3 TOHKO-TOJICTOKHUIIEYHOIO aHACTO-
mo3a. CKK, Bapuant 200 cm mociie 2 ayTOJOTHYHBIX pe-
xoHcTpykuuii mo STEP. CocrosiHue mocie MHOTOKPaTHBIX
orepanyuii MO TOBOAY S3BEHHO-HEKPOTHYECKOTO KOJHUTA
HOBOPOXIEHHBIX. OCIIOKHEHUSI OCHOBHOTO 3a00JICBaHMS:
Cunnpom MaipadcopOumu. HyTpuTrBHAs HEIOCTATOYHOCTh
1 crenenu. 3angepxkka pocra 1 crenenu. ComyTCTBYIOLIUN
JMarHo3: HOCUTENb TYHHEJIMPOBAHHOIO LIEHTPAJIBLHOIO Be-
HO3HOTO Karerepa «Broviac» 6,6 Fr u uneocromsl. CocTosi-
HUE II0CJI€ ONEPAaTUBHOIO JICYEHUS PEKTO-BECTHOYIAPHBIX
CBHILEH.

W3 anamuesa: OosibHas 5 pa3 omepupoBaHa 1Mo MOBOIY
SI3BEHHO-HEKPOTUYECKOTO JHTEPOKOJINTA HEAOHOIICHHBIX.
OcraBmiasics giuuHa TOHKOM kumiku 50—70 cMm, ToTajbHas
KOJIPKTOMHSL ¢ (DOPMHUPOBAHHUEM TOHKO-TOJICTOKHILIEYHOTO
anacromo3a. B ucxone: CKK, pyOI1oBbIii cTeHO3 TOHKO-TOJI-
CTOKHMILIEYHOT'O AaHACTOMO3a, PEKTO-BECTHOY/SPHBII CBUIL.
16.10.2013 mpoBeneHa yaIMHATEIbHAS YHTEPOIIIACTHKA TIO
metonuke STEP. 29.03.2016 r. noBropuo nposenena STEP,
JUKBUANUS pekTo-BecTuOymsipuoro ceuma 04.09.2017 r.
orepamyst: 3aJHe-CaruTTalbHas MPOKToruiacTuka. C OKTs-
Ops 2014 r. Haxoxmack B cucreme gomanrnero [1I1.

3a rox snedenus TI' GonpHas npubdasuia B pocte 12 cm
u B Macce Tena 5,6 kr. [logBunuce mepuopnveckue nepe-
priBel B 111, koTOpOE 1O cTapTa Teparuu IPOBOIWIN €Xe-
JTHEBHO, 00bEM yMeHbIiH Ha 25% (¢ 16 1 B Hexmenro 10
12 ). YBemuuwmiics o0béM cryna (¢ 700 mo 1000 mi/cyT),
€ro KOHCHCTECHLHMSI cTaja Tymie. BhIpakeHHO yMeHbIIH-
J0ck gucio akToB aedexanuu (¢ 10 1o 4 B CyTKH), a Tak-
xe 00bEM oTnensemoro mo ctome (¢ 1500 mo 1100 mi/cyT).
CylIecTBEHHO CHU3WICA OOBEM SHTEPANBbHOTO MUTAHUSA
(c 600 mn/cyT nononHuTeabHOTO MUuTanus A0 100 mu «Ilen-
tameHa JKYHHODP»), IIPU 9TOM PaCIIMPHIICS PalHoH, peOe-
HOK Iepelén co crelualu3upoBaHHON WHAMBUIYaIbHOM
JqueTsl Ha oOmwmii cron. B mrone 2022 1. Oblia mpoBeneHa
oriepanys 1Mo 3aKpPBITHUIO KOJIOCTOMEI. B HacTtosiee Bpems
y JEBOYKH UMEET MECTO CaMOCTOsTeNbHas aedekanus Io
4-5 pa3 B CyTKM KOHCHCTEHIIUH T'YCTOH Kaim 0e3 marono-
TUYECKUX MPUMECEi.

Knunuueckuii npumep 2. leBouka 10 net npunumaet TI'
B Teuenue 1 roga. Kimmunuecknii nuaruos3 ocuosuoii: CKK:
BapuaHT 6e3 TosncToi kumky, 100 cM TOHKON KHUILKHU IOCe
ayTOJIOrMYHOM pekoHCcTpyKuuu 1o Meronuke STEP. Ocnox-
HEHHE OCHOBHOTO 3a00JICBaHHS: CHHIIPOM MaTbabCcopOInH,
XPOHHUYECKUH SHTEPUT, HapylleHHe (DyHKIUH BEHO3HOTO
rnopTa.

W3 anamuesa: 0oibHAsi M3HAYAIBHO OTNEpUpOBaHa B 1-¢
CYTKH KH3HH IO TOBOJY MHOXXECTBEHHBIX aTpe3ui (cocu-
couHas (hopMa) TOHKOM KHILIKU U aTpe3uH MpaBoil IOJIOBU-
Hbl TOJCTOW KMIIKM C mepdopanuell mnornepedHo-o00104-
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Horo otaena. 31.01.2013 BemonHEHA 3HTEPOIUIACTHKA 1O
metoauke STEP ¢ unTyOanueit Kuku yepe3 racTpocTomy.
C 2013 r. naxomunack B cucteme gomarinero I[1I1. B depa-
se 2021 1. ynanéH BeHO3HBIA MOPT B CBSI3U C HApyIICHUEM
ero (yHKUHOHUPOBAHUS U BOSHUKHOBEHHEM KaTeTep-acco-
LUMPOBAHHOMN HH(pEKIHN.

YHUKaITbHOCTH 3TOW OOJBHOW COCTOHT B TOM, YTO B Te-
YeHue 6 Mec JIO TapreTHOM Tepanuy oHa ObLTa JINIIEHA BO3-
MoxHOCTH TipoBefeHus 111 B cBsA3u ¢ ynaneHrneM UHQHIHU-
POBaHHOTO KareTepa W MOTepel LEeHTPaILHOI0 BEHO3ZHOTO
JOCTyIa JUIsi CMEHHOTO KareTepa. B ¢cBsi3u ¢ aTuM ponutenu
OpPTaHU30BaJIM JJIsl HEE 4acTble NPUEMBI MUIINA MaJlCHbKH-
MU nopuusiMu (1o 20 pa3 B CyTKH 4yepe3 KaKible rojadaca),
YTO OBLIO IIPOJUKTOBAHO MOTPEOHOCTHIO peOEHKA B yCIIO-
BHSX OTCYTCTBUS MAPEHTEPAIBHOM MOAICPKKH 1 HATHIHEM
JIEMITUHT-CHHIPOMa (CTYIT HAOMIo/Iascs MPakTHUSCKH Yepes
kaxaple 1-2 npuéma nuranus). [Tomumo orcyTeTBus npu-
0aBku Maccel Tena (¢ 2019 mo 2021 r. macca Tena cocTas-
nsi1a 19 Kr) B CBSA3M ¢ YaCTBIMU OCTPBIMHU PECTHPATOPHBIMU
3a00JIeBaHUAMH JIeBOYKA PETYIIPHO Tepsuia B Bece 1o 500 T
Hocje KaXJI0ro MpocTyaHoro snuszona. C MOMEHTa cTapra
Tepanuu TI' poAMTENn OTMETHIIHM 3HAYUTEIILHOE YMEHbIIIE-
HHE YaCTOTHI OCTPBIX PECIUPATOPHBIX 3a00JIe€BaHNH, a TaK-
ke TpubaBKy B Macce Tena Ha 5 kT. [lomumo storo y ne-
BOYKH 3HAYUTEIBHO YMEHBIIMIOCH YHCIIO aKTOB JeeKaliuu
(10 3—4 B CyTKHM) U MPOU3OIILIO 3aTyCTeHUE KaJIOBBIX Macc
(MIMEHHO 3TUM MOXXHO OOBSCHUTH BBIPAKEHHOE CHIDKEHHE
o0béMa cTyna, T.K. cToMa y pedéHka oTcyTcTByer). Kpome
TOT0, POAMUTENIN OTMEYAIOT YMEHbILIECHUE YaCTOThl U UHTEH-
CUBHOCTH ABJEHHUIl MeTeopusMa. [Ipomsouuio cHMKeHHE
00BEMOB  CHEIMATTM3UPOBAHHOTO JHTEPATHHOTO MUTAHUS
(c 800 ma/cyt cmecu «lIlentamen JxyHuop» + «Heoke#r
JxyHUOPY» Kak TonoHATenbHOe muTanue 10 S00—600 mit/cyt
cmecu «llentamen JXKyHHOp» Kak JIOTIOJIHUTENBHOE IH-
TaHUE) M pACHIMpPEHHE pAalMOHA IHUTAHUS: J00aBICHUE
OBOILHBIX CYIOB, pary u ¢pykroB. Kpome Toro, orMmeueHo
HOBBIIIEHUE UMMYHHUTETA, YTO CIOCOOCTBOBAJIO YMEHbIIIE-
HUIO YaCTOThl HHTEPKYPPEHTHBIX 3a0oneBannii (¢ 10—12 mo
3—4 B rop), yJIy4IlI€HUIO CAMOYYBCTBUS U IIOBBILIEHUIO (PU-
3U4ECKON aKTUBHOCTH.

Knunuueckuti npumep 3. Manpuuk 7 net Hauan npuém TT
B staBape 2022 r. Knuanueckuit nuarHo3 ocaoBHoit: CKK:
BapuanT 120—140 cm tonkoii kuiku (rocie ot 05.08.2020)
IpU OTCYTCTBHUHU TOJICTOM KHILKH. [ 'acTpOMHTECTHHAIBHOE
HelpoMblllIeuHOEe 3a001eBaHKe: araHIINO03 TOJICTON KUILKN
M JTUCTAJBHOTO OT/eNa IMOJB3IONIHON KHIIKH, OYaroBbIi
TUIOTAHIVINO3 TOHKON KKK, COCTOSHHE TOcie MHOTO-
KparHbIX oneparuid. OCoKHEHHUS OCHOBHOTO 3a00JICBaHHSI:
HOCHUTENb FaCTPOCTOMBI U DHTEPOCTOMBI. [IepucToManbHbIN
MHOUIBTPAT U IEPMATUT. DPO3UBHBIA MPOKTUT. XPOHHYE-
CKasi KUIIEYHAs HEMPOXOAUMOCTh. MaiibabcopOIusi, Majib-
HYTpHLUS, Majbaurectus. HyTpuTuBHas HEIOCTAaTOYHOCTD
1 crenenu. XpoHuueckass MHOro(akTopHasi aHeMuUsl Cpea-
Hell TsoxecTH. Merabonuueckoe 3a00/1eBaHuEe KOCTHON TKa-
HU. TpoMOOTHYECKHE KaTeTepacCONNMPOBAHHBIE OCIOKHE-
Hus. COMyTCTBYIOIINI TWArHO3: HOCUTENb TYHHEINPOBAH-
HOTO IIEHTPAIBHOTO BEHO3HOTO KareTepa «Broviacy.

W3 anamue3a: OOJbHOW MHOTOKPAaTHO OINEPHPOBAH IO
MOBOJIy araHIIMO3a MOJB3IOIIHON M TOJICTOM KHILIOK C HC-
xonoM B CKK. B Teuenue 5 niet nonyyasn JiedeHHE B CUCTEME
nomamsero [1I1. Mansuuky 10CTaTOuHO JUTMTENIBHOE BpeMs
HE MOIJIM HayaTh TEPAIMIO [0 IPUYHUHE YaCThIX SHTEPUTOB,
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B TOM YHCIIC TPHOKOBBIX. Y peOEHKa MPaKTHUECKH OTCYT-
CTBOBAJI CAMOCTOSATENBbHBIN cTyIl. [Ip aTOM 110 cTOME OT/IE-
nsutock Jo 1 n/cyT. Kpome Toro, MallbdiK CO3HATENBHO OTKa-
3piBasics ot I1I1 B TeueHue qHs, coniamasch NPUHUMATh €ro
TOJIBKO IO BeuepaM. 3a 6 mec Tepanuu T1 macca Tena 60ib-
HOT'O yBeJIMYMJIach Ha 2,5 KI, npubaBKa B POCTE COCTAaBUIA
5 cm. HesznauntensHo ymeHbimmics 006éM BBoguMoro 111
(c 1200 mo 1100 mi/cyT), IPX STOM BBIPAKCHHO YMEHBIIIHJI-
csi 00BéM otaensiemoro o ctome (¢ 1000 mo 600 mi/cyT)
U TTOSIBUJICS ©KETHEBHBIN CAMOCTOSTEIbHBIN CTYI (110 20 Mt
B 00béMe exenHeBHOU nedekamun). B cBsi3u ¢ pacimpe-
HUEM paluOHAa M HOpMalu3alMed pexuMa NuTaHus (Ie-
pexon €O CIeUUaTU3MPOBAHHON HHIUBHYalTbHONW IUETHI
K pacIlMpeHuio 3a c4€T oTpyOell U PpyKTOB B HEOOJBIINX
KOJIMYeCTBaX) ObLIO NMPUHATO PEIIEHUE YMEHBUIUTh 00BEM
JIOTIOJTHUTENIBHOTO JHTepallbHOro nuranus — «Heokelt
Joxyauop» ¢ 600 no 100 mir/cyT.

Pestomupys onicanHble JaHHbBIE, MOYKHO OTMETHTH Clie-
JyIOUIMe 3aKOHOMEPHOCTH M3MEHEHUH B COCTOSHUU OOJb-
HBIX, ofyyaBmux TT:

* TIOCTENEHHOE yMEHbIIEHHE 00bEMa U KaJOpHi, I0-

crynaromux c I1IT;

* paciIMpeHHe paloHa MUTAHUS, YMCHbIICHHE HEO00-
XOJJMIMOCTH  CIICIIUAJILHOTO TPUTOTOBJICHUS TIHIIIH,
OTAETBHOIO OT APYTHX WICHOB CEMbH, MEpPEXol Ha
001muii CTOI,;

* M3MEHEHHMS KOJIMYECTBA U KOHCHCTEHLIMH CTylNa (CHU-
XKeHue yucna aedexaui, 3aryeHne KOHCUCTEeHLUH
CTyJa, BO3BpallleHHe K (PU3UOIOTHYECKOMY aKTy Jie-

(bexanuu (3aKpbpITHE KOJIOCTOMBI — KJIMHMYECKHUIl
npumep 2);

* CHIDKEHME Yuclia peuuauBoB D-nakrar-annnosa u jae-
ruaparaiui;

* YBEJIMYEHHUE MACCO-POCTOBBIX MOKazarenei (mpudas-
Ka B BECE U POCTE);
* TIOBBILICHHE 3AIMUTHBIX CHJI PACTYLIETO OpraHu3Ma
(CHWKEHHME YacTOThl MHTEPKYPPEHTHBIX 3aboseBa-
HUH, NOBBIIIEHNE (PU3UUECKOH aKTUBHOCTH, YITydllle-
HHUE 00IIero caMo4yBCTBHSA);
* yIIydIlIEHHE KaueCTBa )KU3HU MAIMEeHTa U €r0 CEMbH.
Bo Bcex onmcanHbIX TpuMepax B NEPBbIE THU IPUMEHE-
oust TI' oTMeuanucy sru30audecKue 00 B )KUBOTE, KOTO-
pbie KynupoBasuch uepe3 2—3 Hej 0e3 moBTOpoB. Jpyrux
HE)KeJIaTeNNbHBIX SBICHUN 3a BeCh Nepuoa npuMmeHenus T
He oTMeueHo. HeoOXoauMo yYuThIBaTh, YTO KayKAbIH 00JIb-
HOU peOeHOK MHIMBHIYyaJeH KakK II0 CIIOCOOHOCTU U CPO-
KaM KHIICYHOH aJlanTalny, TaK ¥ 110 OTBETY Ha TEPaIuio H,
COOTBETCTBEHHO, TOCTIKEHHIO U CTA0MILHOCTH pe3ysbrara
[31, 32].

Oo6cy:xnenue

B pabote L. Norsa u coaBt. yaacTBoBanu |7 maieHToB C
CKK B Bo3pacTte 5—16 ner, naxomsmuecs Ha [1I1 Gonee 2 net
1 umeBire MeHee 80 cM 0CTaTOYHON TOJICTON KUIIKH [33].
ExenneBno onu nonyuyanu TT B mo3ze 0,05 mr/kr. Ha 12-it
Henene npuMenenust TT y 15 neteii ObuI0 3aUKCHPOBAHO
cHikeHue o0béma I1I1 Ha 20%, a Takke CHU3MIACh OTPEO-
HOCTh B Kanopusix Ha 29%. Ha 24-ii nenene 7 marueHToB
ymenbmm 103y 11 Ha 39%, Ha 36-it Henene 2 nanueHTa
OTKa3aJIMCh OT HETO MOJTHOCTHIO [33, 34]. YcTanosneHo, 4to
Jierdye BCero MoryT ObITb omiydeHsl oT [1I1 GonbHBIE ¢ co-
XpaHEHHOHN TOJICTON KHUIIKOW. DTO MOXXHO OOBSICHUTH TEM,
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COUMANDbHAA NEOUATPUA

KOHTpOJNE CTpaTermm JIeUeHWs:

TacTposHTeponor. IeHTp

JILHEA KOO op:

BappupyeT B 3aBMCMMOCTM OT MAK (HampuMmep, MeOCECTPa KJIMHMKM — CIELMaIMCT)
Treatment strategy control: Gastroenterologist. Central coordinator: Varies
depending on the MDT (for example,clinic nurse - specialist)

dapmauesT / Nutrition and Fluid Management:
Nutritionist, Pharmacist

{anasneﬂne nMTaHueM M OOBEeMOM XMIOKOCTHM: [MeTOoJIoT,

]

YcTaHOBKA KaTeTepa: VHTSPESHUMOHHEDL
DanMoONOT, XMPYPT, MeOMLMHCKaA !
cecrpa/Catheter placement: Interventional | —»
radiologist, surgeon, nurse

XuMpyprudecKoe JIedeHHe :
XMPYPT, KOMaHIa TPaHCIUIAHTONOTOB /Surgery:

Surgeon, transplant team

uneHul ceMby / Home support: Social workers,
family members

JoMamHsIsi NORAepXKa: CouManbHEe DaBOTHMKM, J’ »

v

MHEbySMM III: MegMuMHCKas CecTpa
/Parenteral Nutrition Infusion: Nurse

apMaKOJNOTMIECKasl TaKTUKa BeNeHMS :
TacTposHTeponor /Pharmacological management
tactics: Gastroenterclogist

Yxom Ba cTomou: MemmumHcKas cecTpa /Stoma
- Care: Nurse

CNeIMaNMCTH M0 OCIOXHEHMSM :
VHOSKUMOHMCT, SHOOKPMHOJIOT, XapOMOJoT,

Hedponor, opromnenx, IOpyrMe IO Mepe
< HeobxommocTy /Complication Specialists:
Infectionist, endocrinologist,
cardiologist, nephrologist, orthopedist,
others as needed

CoumaneHent pafoTuuk /Supportive Therapy:

¥ (Monnepsmpaomas: Teparmms: [CHXMATp, NCUXOTIOT,
Psychiatrist, Psychologist, Social Worker

MOHMTOPHMHTI: IoMamHMIL Bpay,
NomuimuNka, JjafopaTopus /Monitoring: House
doctor, Polyclinic, laboratory

MesxucHuIIIMHapHas TakTHKa BeeHus 6onbHbIX ¢ CKK npy oka3aHuy naninaTiBHONW MEIMIIMHCKON TOMOIIH.
Interdisciplinary management of short bowel syndrome (SBS) patients in the provision of palliative care.

4YTO MX HMCXOAHBIe MOTpeObHocTH B mpumeneHun I, kak
MpaBUJIO, HIKE, YeM Y TAI[UEHTOB ¢ KOJIIKTOMUEH [26].

B wnamem llenTpe peanu3oBaHa MEXAUCLMIUIMHAP-
Hasi TakTuka BeneHus OomnbHbIX ¢ CKK npu oxazanum um
MAJUTHATUBHOW MEANIIMHCKON MOMOIIH (PUCYHOK).

OCO0OEHHOCTBIO KOMIUIEKCHOIO ITOAX0Ja K OKAa3aHMIO
naymatuBHoW oMoty netsim ¢ CKK B TromeHckoi 00-
JACTH SIBISIETCS OOECleueHHe UX CIeHUaTU3UPOBAHHBIMH
MPOAYKTAMH JIeYeOHOTO MUTAHUS, SHTEPATBLHOTO U MapeH-
TEPajJbHOIrO, a TAKXKE PACXOIHBIMH MaTepHaiaMu, MpeaHa-
3HAQUEHHBIMU Ul (PyHKLHOHUPOBAHUS TYHHEIMPOBAHHOTO
karerepa «Broviak», B oiHOM 00bEME COMIACHO MHIUBH-
JTyalibHBIM PEKOMEH/IALNSIM U TIOTPEOHOCTSIM 3a CUET exe-
TOJIHBIX PErMOHAIBHBIX CyOCHINH.

[Iporpamma obecniedeHus AeTel NaJUTHATUBHOTO POdH-
151, B Tom uncie crpagaronux CKK, craprosana B permone
B 2020 . B cooTBeTCTBHM C COBPEMEHHBIMHU PEKOMEHIAIIN-
smu pedbeHok ¢ CKK crapiue 1 roga mocie peKOHCTPYKTHB-
HO-BOCCTaHOBHUTEJIBHOTO XUPYPIUYECKOrO JICUCHHS, HAXO-
namuiica Ha [1I1, aBiseTcs KaHAMIATOM Ha JIeUEHHE aHaJIo-
rom I'TIIT-2 [20, 32]. IToaToMy 5 HeTsIM, COOTBETCTBYIOLIUM
JTAaHHBIM KPUTEPUSIM 0TOOPA, MBI IPOBOIWIIN Teparuio TT.

Parmonansaas Taktuka Jsedennst OompHBIX ¢ CKK m
KOMIDICKCHBIA MYJIBTUANCIUILIMHAPHBIA TTOJXOJ CIHOCOOHBI
VAY4ILIATh KAYECTBO KU3HH 3TUX O0NbHBIX. Hamm Habmrone-
HUS U JaHHBIE JIUTEPaTypbl CBUAETENBCTBYIOT O TOM, uTo TI
cnocoOcTByeT yMeHbleHno o0béma 11 1 Bpemenu nHdy-
3Ui y J1eTell ¥ MO3BOJISIeT NOCTUTHYTh MOJIHOW SHTEPATbHON
aBTOHOMHH. BOJBIIMHCTBO MOOOYHBIX SIBICHUH, CBS3aHHBIX
¢ Tepanueil TI, 00bIYHO JIErKoi UK CpeHel TSXKeCTH, Ipo-
SIBJSUTACh TIPEUMYIIECTBEHHO a0IOMHHAIIBHBIMU OOJISIMH,
koTopble Obu BrosHe oxkuaaeMbl ipu CKK y GonbHBIX 1
Ky[UpOBAIMCH 4epe3 2—3 Hen 0e3 MOCIenyIOero moBTo-
penusi. Peabunuraionnsie meporpusatus y jnereid ¢ CKK
JIOJDKHBI BKJIIOYATh KOPPEKIMIO HapyLIEHHOTO BCACBHIBAHUS
1 BOCCTaHOBJIEHHE HOPMAJILHOTO TPO(HUUECKOro cTaTyca; Ky-
MMUPOBAaHUE JUApEH, MPOPHUIAKTAKY W JICUCHUE HapyIICHUH
MHUKPOOWOTHI KHIIEYHNKA; YMEHBIICHHE OOIINX JUTEeCTHB-
HBIX u3MeHeHuit [35]. Kimnanyeckue nmpumepsl mokazaiu ¢-
¢dexruBHOCTH 1 Oe30nacHOCTh TI' B newennn nereit ¢ CKK.
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