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Pesiome

Lienn. MpeactaButb 0630p COBPEMEHHbIX TEHAEHLU B GOPMUPOBaHUN NOAXOAA K METO-
[aM neyeHna NauneHToB C CMHAPOMOM KopoTkon Kuwwky (CKK), B Tom uncne paccMoTpeTb
npuYmepbl NaLMEHTOB AETCKOro BO3PacTa, COCTOALLMX Mo HabNoAeHeM CneLmanincTos B
cucTeMe NanmMaTMBHON MeauLIMHCKOWN noMoLu aeTam TioMeHCKor obnacTtu.

OCHOBHbI€e NONOoXeHUA. Y NaLVEeHTOB C OO6LWNPHBIMUY Pe3eKUNAMY KULIEYHMKA pa3BuBa-
eTCcA CUHAPOM KOPOTKOW KULIKK, MPOABAAIOWMNCA Arapeen, HU3KOW YCBOAEMOCTbIO HY-
TPUEHTOB, NOTEPEN KMAKOCTU U SNEKTPOINTOB, M3MEHEHNEM MUKPOOMOTbI KMLLIEYHMKA.
JleueHve NaUNEHTOB B TaKMX COCTOAHUAX KOHCEPBATMBHO NPOBOAUTCA C NPUMEHEHNeM
NeKapCTBEHHbIX NpenapaToB, YMEHbLUAKLWMX NepUCTanbTUKy (nonepammg, KogeuH), npe-
napaToB, yNyuylaoLwmx 3MyNbraunio XUpoB (ypcope3oKcnxoneasa KUCIOTa), aHTMOaK-
TepuasbHbIX NPenapaToB, HAMPaBNEHHbIX HA YTHETEHME NMaTOreHHOW BUOTbI KULLEeYHMKA
(KNMHAAMWUWH, BAHKOMULWH, HEOMMWLMH, KAHaMULWH), 1 BUTaAMWHOB, @ TakXe C NCMosb-
30BaHWEM MApeHTePanbHOro NUTaHusA. [MaBHo NPobnemMo faHHOrO NIeyeHVs ABNAETCA
YXYALWEHNE KayecTBa XKM3HW MaureHTa 1 ero obssatenbHoe npebbiBaHve B CTaUMOHap-
HOM OTAeneHnn 6ONbHULbLI ANsA NPOBEAEHUs MpoLuedypbl NapeHTepasbHOro NUTaHUs
(MNM). CoBpemeHHble METOAUKU JIeUYEHWA HamnpaBeHbl HA yCTPaHeHWe JaHHOW Npobnembl
W CBsi3aHbl C YBEIYEHUEM CMOCOOHOCTY KMILEYHMKA K YCBOEHMIO MUK, TaK, KULWEeYHUK
CaMOCTOATENIBHO CMOCOBGEH MPUCMOCAbNMBATLCA K YBENIMYEHHOW Harpyske B TeUyeHue
2 net bnarogapsa ropmMoHaM, CYHTe3MpyeMbiM B L-KneTkax KuleyHurKa. Micnonb3oBaHue
aHasoroB [JaHHbIX TOMOHOB YCKOPSET npouecc peabunutauyuu, No3BOASET YMEHbLUUTb
06bem MMM b0 0TKazaTbCA OT HETO U1, KaK UTOT, MOBbICUTb KaueCTBO XM3HU NaumeHTa.
Pe3synbratbl. [ocne aHanusa nybnukauuin 1 oueHKuM onbita paboTbl ¢ getbmu ¢ CKK
B TioMeHCKo 06MacTu Mbl YCTAaHOBWAW, YTO aHAMON ToKaroHonogobHoro nentuaa 2
(fMN-2) - TegyrnyTng — AaeT BO3MOXKHOCTb CHU3WTb 06bEeM MapeHTEPANbHOIO MUTaHUA,
Bpemsa UHPY3UN, a TakKe JOOUTbCA NMOMHOro NEPexXofa Ha SHTePasibHY0 aBTOHOMMUIO.
3aknioueHue. Metop nevyeHus TegyrnyTugom Hanbornee NepcnekTUBEH s NalueHToB
JaHHOW KaTeropuu, Tak Kak CHUXaeT pUCKK, cBAsaHHble ¢ M1, K KoTopbiM npexkae Bcero
OTHOCATCA KaTeTep-acCoUMMPOBAHHbIE UHEKUNN, U YIYULLAET HE TONIbKO KauyecTBO, HO 1
NMPOrHO3 fasibHENLLEN XXN3HM.
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Abstract

Purpose. To provide an overview of current trends in the formation of an approach to the
treatment of patients with short bowel syndrome (SBS), including to consider examples of
children’s patients who are under the supervision of specialists in the system of palliative
care for children of the Tyumen region.

The main provisions. Patients with extensive intestinal resections develop short bowel
syndrome (SBS), manifested by diarrhea, low digestibility of nutrients, loss of fluid and
electrolytes, and changes in intestinal mycobiota. Treatment of patients in such conditions
isconservatively carried out with the use of medications that reduce peristalsis (loperamide,
codeine), drugs that improve fat emulsification (ursodeoxycholic acid), antibacterial drugs
aimed at inhibiting pathogenic intestinal biota (clindamycin, vancomycin, neomycin,
kanamycin), as well as vitamins, and the use of parenteral nutrition. The main problem of
this treatment is the deterioration of the patient’s quality of life and his mandatory stay
in the inpatient department of the hospital for the parenteral nutrition procedure (PN).
Modern methods of treatment are aimed at eliminating this problem and are associated
with an increase in the ability of the intestine to digest food. So, the intestines are able to
adapt to the increased load on their own for 2 years thanks to hormones synthesized in
the intestinal L-cells. The use of analogues of these homons accelerates the rehabilitation
process, allows you to reduce the volume of PN or abandon it, and, as a result, improve the
quality of life of the patient.

Results. After analyzing publications and evaluating the experience of working with
children with SBS in the Tyumen region, we found that the analogue of glucagon-like
peptide 2 (GLP-2) - teduglutide — makes it possible to reduce the volume of parenteral
nutrition, infusion time, and also achieve a complete transition to enteral autonomy.
Conclusion. The method of treatment with teduglutide is the most promising for patients
of this category, as it reduces the risks associated with PN, which primarily include catheter-
associated infections, and improves not only the quality and prognosis of later life.
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B BBEOEHWE

O6LWMpPHble pe3eKUUn KMLLEYHKKA, KaK NMPaBUio, MPUBOAAT K Pa3BUTUIO KULWIEYHO HEAO-
CTaTOYHOCTM NPEXOAALLEro Uan NOCTOAHHOIO TWMNa, YTO ONPeAenAeTcA AJIMHON OCTaTOYHOW
KyNbTW KULIEYHVKA, ee GYHKLIMOHaNbHbIM pe3epBOM 1 YPOBHEM pe3eKuun. B 3aBnucumoctu
OT 3TUX (aKTOPOB BbIOMPAETCA NUTaTENbHasA peabunuTaLoHHan NporpaMma (B Tom unicne
NPOAOIKNTENBHOCTb N BO3MOXHOCTb MpPeKpaLleHVa napeHTepanbHOro nNuTaHusA, Bpems
nepexopa Ha CMeLLIaHHYI0 UM eCTeCTBEHHYIO anumMeHTauuio). MexaHu3m nuTaTenbHbIX pac-
CTPOWICTB B MOC/IEONePaLMOHHOM Meprofe YCNOXKHARTCA JOMOSHUTENbHbIMK GaKTopamu:
npeobnagaHnem Katabonvama BCNeLCTBUE CTPECCOBON peakumy Ha onepauuio, 3MeHe-
HVEeM NOCIeAO0BATENbHOCTM 06PaboTKM NKLLEBbLIX Cy6CTPATOB C OAHOBPEMEHHBIM HapyLue-
HMEeM VX BCACbIBaHUA, YCUIIEHHBIM Pacxofom 6enka 1 SHeprum Ha GoHe BOCMannTeNbHOro
npouecca u ap. Mpun 3Tom BO3MOXKeH peunans 3aboneBaHns B bnukaliliem neproge nocne
onepauumu. N36biTouHas Macca Tena (y naumeHToB C AaHHbIM 3a60/1eBaHNEM OHa BCTpeYaeT-
cA B 1/3 cylyyaeB) MOXKeT NPMBECTY K HEBEPHO OLIEHKe MULLEBOro CTaTyca U HepaLioHanb-
HO BblbpaHHOI NporpaMme KOpPPeKUUM HapyLleHnin nutaHua [1].

CvHgpom KopoTkol Kuwkn (CKK) — 3aboneBaHne, 06ycnoBiieHHOe pe3eKkuuein unm
BPOXXAEHHbIM YMeHbLUeHVeM AnnHbI KnweyHrKa. CKK xapakTepursyeTtca ocTpor noTepen
3HaYNTENbHOWN BCACbIBATEIbHOW NOBEPXHOCTM KNLIEYHWKA, Pa3BUTUEM HE[OCTAaTOYHOCTN
KMLLIEYHOro NuLleBapeHna 1 BCacbiBaHWA, OTAENbHbIE MPOABNEHNA KOTOPbIX MOFYT Ha-
6no4aTbCA yXKe Npu pesekuun 1 m ToHKon knwku (TK). OnuHa TK y B3pocsibix BapbupyeT
OT 3 00 8 M. YHMKanbHaa apxMTEKTOHMKa cnm3nctoin obonoukn (CO), obecneunBaemasn
cknagkamy KepkpuHra 1 BOpCMHKaMK, YBenn4ymMBaeT ee NoBepxHOCTb B 600-1200 pas.
bnaropgapa MMKpoOBOPCMHKaM 3HTepasibHaa (IloMHaNbHasA) NoBepxHOCTb TK yBennuu-
BaeTcA ewe B 20-40 pa3. B pe3ynbrate nnowagb NOBEPXHOCTW, NpefHa3HaYeHHON AnA
BCacCblBaHWA, MOXeT gocturatb 600 M2, PacnpoctpaHeHHocTb CKK 3aBUCKT OT ero Kpu-
Tepues. [locnegHne mexayHapofHble pekomeHgaumm onpefenatoT CKK Kak pesynbTat
OOLLIMPHON XUPYPrMYecKom pe3eKumm, Nocie KOTOPOI ocTaBlanaca anuHa TK coctasnsaet
meHee 200 cm. icxopa us atux kputepumes, CKK oTHocuTcA K peikum ¢popmam natonorum
C pacnpocTpaHeHHoCTblo 1,4 nayueHTa Ha 100 000 npoonepupoBaHHbIX. Ocobyto rpyn-
ny COCTaBAAIOT MU C AnvHOM TK, COOTBETCTBYIOLLEN HUXKHEN rpaHuLe HOPMbI, TO eCTb
npu6nn3mTensHo 300 cM. Y Takux NaLMeHTOB Aa)ke Nocsie SKOHOMHOW pe3eKuMn MoryT
NoABMTbCA HapYLUEHUA ee NULLeBapuUTeNIbHO-TPaHCNOPTHOM GyHKUunM [1].

Pasnuuatot 3 Tvna CKK:

B 1-1 — nocne peseKkummn NoAB3AOLWHON KULLKK C YAaneHnem nneoleKkanbHoro KnanaHa

1 GopMMpPOBaHNEM €I0HOKOIIOHOAHAaCTOMO33;

B 2-f1 — nocsie pe3ekummn ToLen/noaB3a0LWHON KULWKK ¢ GOPMUPOBAHIEM SHTEPOIHTE-
pOaHacTomo3a;
B 3-i1 — NOC/e YaCcTUYHOW pe3eKuum Towern KALWKK C MOSTHOW pe3eKunen Nnoas3aoWwHon

W TONCTOW KNLWKK C OPMMPOBAHMEM EIOHOCTOMbI.

TaxecTb TeueHus CKK onpepenseTca COOTHOWEHNEM BOAHO-3/IEKTPOSIUTHOM abcopb-
UMM 1 cekpeuun. B cnyyae npeobnagaHua abcop6bumm (1-in n CKK) opraHnsm moxet
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yCBanBaTb MOHbI HAaTPWA, Kanna, Xiopa 1 Bogy B YCJIOBUAX OObIYHOMO (NepopanbHOro)

nutaHua. nunHa kynbtn TK y Takux naumeHToB obbluHO 6onee 100 cm 1 06beM KuLLIEeYHO-

ro COAepXMMOoro yepes eloHOCTOMY He npeBblwaeT 2 Kr/cyT. [lapeHTepanbHoe BBeeHne

Xnpgkoctn nauneHtam ¢ 1-m Tunom CKK TpebyeTtca nuwb npu feKomneHcauumn cocTos-

Hua [1].

Y naymeHToB co 2-m Tunom CKK cekpeuus Boabl 1 SNEKTPONNTOB NpeobnagaeT Hag ab-
copbumeir. AnuHa kynbtn TK'y HUX, Kak Npasuno, MeHee 100 cM, OHY TEPAIOT Yepe3 CTOMY
4-8 Kr/cyT cofepnmMoro, To eCTb 3HauUTENbHO O0sIbLUE, YeM NONYYaOT NepPopPanbHO. ITn
naLneHTbl HYXAalTCA B YaCTUYHOM MM NOSTHOM NapeHTepanbHom nuTaHum (MMM) [1].

Mporpamma peabunutaumm CTPOUTCA Ha OCHOBE MOHMTOPWHIA COCTOSAHMA NaLWEHTOB
¢ CKK. MOHUTOPUHT OCyLLeCTBAAIOT B C/iegyiolemM nopagke:

1. OnpepeneHuve cTeneHn gervapataumm NyTem M3MepeHna KonmMyecTBa HaTpuA B MoYe
(koHUeHTpauwma 0-5 Mmonb/n NpegnonaraeT UCTOLLEHWE 3aMacoB HAaTPUA B OpraHM3me).

2. OnpepeneHvie MarHuAa U Spyrux 3NeKTPONUTOB B CYTOYHOM obbeme mMoun C uesbio
YTOUHEHUA cTeneHn geduumTa 3NeKTPONIUTOB B TKaHAX.

3. KoHTponb guypesa. ¥ nauueHTOB C OOLIMPHON pe3eKunen KULWEeYHMKA OH AOMKeH
6bITb He MeHee 1 1, UTo ABMSETCA NoKasaTeleM AOCTaTOYHOrO BOCMONTHEHUSA XKINAKO-
CTU B OpraHu3me.

4. MMpw ctabunmsaumm cOCTOAHUA Kaxable 3 MecALa HeoOXOAMMO KOHTPONIMPOBaTb re-
MaTosiornyeckmne nokasartenu, nokasaTenu GyHKUMM NeyeHu, ypoBeHb KpeaTMHUHA,
3M1eKTPONNTOB 1 anbbyMmHa B CbIBOPOTKE KPOBW, NPU HECTabUSIbHOM COCTOAHUN OCY-
LLeCTBNATb KOHTPOJb He pexe 3 pa3 B Hegento.

5. KoHTponb YpOBHA MUKPO3/IeMeHTOB, BUTaMnHOB A, E, D, B12 n GonneBon KUCNOTbI —
Kakable 12 mecAaues.

6. OueHKa MVHepanbHOWM NAOTHOCTU KOCTHOWM TKaHM C NOMOLLblo geHcutomeTpun 1 pas
B rog.

7. YcBoeHue HyTPMEHTOB OLleHMBalOT 6anaHCcoBbIM MeTofloM. B TeueHue 3 gHelh cobupa-
0T 11 3aMOPaXXMBAIOT KaN U COAEPXKMMOE 13 CTOMbI, B KOTOPOM OMpeaensaioT Konu-
YeCTBO a30Ta U XKMpa C NOMOLLbIO CNeLmManbHOro aHanm3sartopa. lNoacumTbiBatoT KOnu-
yecTBO yrnesogos [1].

MNpun ycBoeHNn meHee 1,4 Kr/cyT (kngkoctn) n 84% sHeprmum JOIKHO OCYLLeCTBAATb-
ca MMM B gomaluHux ycnosuax. CteneHb YCBOEHUA NUTaTeNbHbIX BELLECTB MOXHO TakXe
onpenenATb No KOHUEeHTpaLuumn LMTPYIIMHA B CbiIBOPOTKE KPOBU. KOHUeHTpauua uutpyn-
nuHa 20 MKMOJb/N OPUEHTUPOBOYHO ABNAETCA MUHUMAaNbHOW, MPY KOTOPOK He TpebyeT-
calnmniil.

Tepanus nayneHToB ¢ CKK HanpaBneHa Ha obecneyeHmne noTpebHOCTel opraHM3ma B
BOJe€, 3NeKTPONNTax U NUTaTeNbHbIX BELLECTBAX M BKOYAET NleYeHne XPoHMYeCcKon ana-
pen 1 CMHOpPOMa HapyLeHHOro BcacbiBaHUA. Ha cTpaTernio neyeHnsa BANAIOT AUTeNb-
HOCTb MOCNEONePaLMOHHOro Neproaa, 06beM 1 MECTO BbIMOSHEHHON pe3eKuun. B paH-
HWI NocneonepaLMoHHbIN Nepuog NeyeHne HaumHaeTca ¢ nonHoro [, KoTopoe nocTe-
NeHHO 3aMmelLaeTca SHTepasibHbIM NPUEMOM HYTPUEHTOB B KONMYECTBE, NO3BONAIOWEM
obecneunTb CTabUNBHYIO FreMOAMHAMUKY, SNEKTPONUTHBIN, BUTAMUHHBIA, MUKPO3N1eMeHT-
Hbll U 6enKoBbI COCTaB KPOBW. B panbHenwem no mepe BOCCTaHOBMEHNA NPOLECCOB
BCACbIBaHMA 1 COXPaHEHNA MacCaka No KNLIEUYHNKY PEXNM MUTAHUA U NPUEM XUAKOCTN
LOJIXKHbI NPUOAUKATLCA K eCTeCTBEHHOMY PaLMOHY. BaXkHbIM B opraHu3aLmm fieyeHmns na-
unenHToB ¢ CKK ABnAeTca nuTaHMe eCTeCTBEHHbIMU HYTPUEHTaMu, KoTopble 3G deKTUBHO
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CTUMYNMPYIOT adanTauMoHHble npoueccol. AnuTtenbHocTb nonHoro [N onpepensaetca
TUMOM KULIEYHOWN HepocTaTouHocTu. Ecnn y naumeHTa coxpaHeHo 6onee 150 cM TOHKOW
Kuwwku, To nonHoe MM, kak npasuno, He Tpebyetca. Mpu gnnHe ocTaBLIENCA TOHKOWN KULL-
Kun oT 50 go 150 cM naumeHTy Heobxoaumo nposoanTb nonHoe M o Tex nop, Noka He
pa30BbIOTCA afanTaUMOHHbIE MeXaHM3Mbl. [1pn KynbTe TOHKOW KULWKNM MeHee 50 cm n co-
XPaHSAOLWENCA KMILEYHON HELOCTAaTOYHOCTU (HE3aBUCUMO OT Hanmnuma o6040UHONM KNL-
Kun) Tpebyetca gnutenbHoe MMM ana nogaep»aHnA maccbl Tena 1 afeKkBaTHOro NocTyne-
HMA B OpraHy3m NUTaTeNbHbIX BeLecTB. ITa CUTYaL A BO3HMKAeT Npu 60nblmx ob6bemax
peseKkunn, a TakxKe Npm HaIMYMmM eIOHOCTOMbI C OTPE3KOM COXPaHMBLUENCA YacCTU ToLLen
KULWKKN meHee 50 cm. B 3Tom cnyyae »M3HeHHO Heobxogumo obecneuntb nauueHTy MM
n perngpataymio. NaymeHTam C elOHOCTOMOW NPOBOAAT pernapartaumio N30TOHUYECKUMMI
pacTBoOpamMy C KOHUEHTpauuen HaTpua okono 90 MMonb/n, Tak Kak KOHUEeHTpauua Ha-
TpYA B OTAENAEMOM M3 elOHOCTOMbI cocTaBnAeT okono 100 mmonb/n. CoctaB 3TUX pac-
TBOPOB BKJItOYaET HaTpmA xnopuga 60 mmornb (3,5 r), HaTpua bukapboHata (Mnu unuTtpaTta)
30 mmonb (2,5 1 nnu 2,9 r cooTBETCTBEHHO), MtoKo3bl 110 mmornb (20 r). AnbTepHaTUBHbIN
cocTaB: HaTpua xnopuga 120 mmonb (7 r), rnokosbl 44 mmonb (8 r). BoamoxkHo npurme-
HeHVe roToBbIX PAacTBOPOB AJ1s MepopanbHON perngpataumm (perngpoH, opanut). B 6nu-
Xanwwne 6 mecALeB Nocne onepaLun pekomeHayeTca NPUMEHATb NHIMOUTOPbI MPOTOH-
HOrO Hacoca [ANA CHUXKEHMWA »XenyfouyHON runepcekpeunn n npodunakTmku 3po3nsBHo-
A3BEHHbIX MOPAXXEHUIN CNN3NCTON 0OONOUKN BEPXHUX OTAENIOB »Keny[OUYHO-K/LLIEYHOro
TpakTa. [1pu coxpaHALEMCA AMapeiHOM CMHAPOME BO BTOPOW neprog 6onesHn cnegy-
€T NpoBOANTb KoppeKL Mo aedrLTa BUTAMUHOB U NEKTPONMTOB. MakcMarnbHas aHep-
reTryeckas LEeHHOCTb NULLM JOMXKHA CTPeMUTbCA K 6000 KKan/cyT, 4To MoXeT ObiTb 0be-
CreyeHo 3a cYeT TPUMMNLEPUZO0B CO CPefHEN U KOPOTKOW ANMHOW Lienu, Coaep allnxca B
roTOBbIX MUTaTE/IbHbIX CMEeCAX AN SHTePaNbHOro NMTAHNA U CNOCOBHbIX BCAaCbiBAaTbCA Kak
B TK, TaK 1 B TONICTOM KNLLKE B 4OCTaTOYHOM KONMYeCTBE. YrNeBOAHbIA KOMMOHEHT ANETbI
[ONXeH 6bITb NpeACcTaBNeH NPenMyLLeCTBEHHO Nonncaxapugamm (Kpynamu: rpeuHeBon,
OBCAHOW, NePNOBOW, MWEHHON, KYKYpPY3HOW — U OBOLLHbIMM Ntope). Koppekuna gnapen
1 BOCCTaHOBJIeHMe 3y6103a KMLLEYHKKa OCYLLEeCTBAAITCA NOCNefoBaTeNlbHbIMU Kypcamu
aHTUGaKTepuanbHbIX NPenapaTos 1 NPOOUOTUKOB C LiENbIO:

B nopaBneHnA pPocTa MUKPo6HoI ¢nopsbl B TK;

®  [oAaBneHUA OCTaTOUYHOWM YC/IOBHO-NATOreHHon ¢nopbl B TONCTON Kulke (cTadumno-

KOKKOB, ApoXken npotea n 1. 4.) [11.

Ecnn peub 3axogut 06 aHTMGaKTEpMaNbHOWM Tepanuu, NpeanoyYTUTENIbHO WUCMONb-
30BaTb Mpenapatbl U3 rPynMbl KULWEYHbIX aHTUCENTUKOB (MHTETPUKC, spcedypumn), npu
onpepfeneHHbIX NokKa3aHMAX cnegyeT NPUMEHATb N WNPOKOCNEKTPanbHy rpynny (Ko-
TPUMOKCa3on, MeTpoHnaason u ap.). Mocne Kypca neyeHna aHTMbaKTepranbHbIMU Npe-
napatamu MpYMEeHAIT npe- 1 NPoObUOTUNKN, CMOCOBCTBYIOLME BOCCTAHOBNEHUIO HOP-
MasibHOW KMLLeUYHOW MUKPOGIopbl B TONCTON KULLKe. [nnTenbHOCTb Kypca leueHmns — oT
2 Hegenb po 1,5 mecaua. MNpu peumamBax AMapenHoro CMHAPOMa NokasaHbl MOBTOPHbIE
KypCbl leyeHmns Npo- 1 npebrnoTrkamu. BolpaxeHHbI ArapenHbli CUHAPOM CIYXUT NoKa-
3aHMeM K npremy npenapaTtos, 3aMefNAtoLL X MOTOPUKY KMLLIEYHMKa (lonepamug), u CUH-
TETUYECKNX aHANIOrOB COMATOCTaTUHa (OKTpeoTua). Kpome Toro, mokasaHbl agcopobeHTbl,
BAXYLUMe 1 o6BONaKkuBatoLme npenapatbl (cMeKTa, 6enas rnvHa u ap.). Mpu xonoreHHoN
[napee Ha3HayvaloT npenapatbl, afgcopoOmpyoLLme XKenyHble KUCNOoTbl (XonecTMpamuH), a
TaKXe BUTaMVHA B, .. Y OTAENbHbIX MAaUMEHTOB BO3HMKAET MOTPEOHOCTb B BO3MELLEHNUM
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feduunTa ceneHa, UMHKa, 3CCEHUMANbHbIX XXUPHbIX KUCSIOT, >KUPOPACTBOPUMBIX BUTAMU-
HoB A, E, D n K. Mpwu ctabununsaumm cocToAHNA OCYLLeCTBAAIOTCA AMHaMU4Yeckoe Habntoge-
Hue, KoppeKLuna anapenHoro cMHapomMa (Mpy ero Hanmymm), ycTpaHeHue runoBMTaMmHo-
30B, NpodunakTmka obpasoBaHNA KaMHeN B XXeNYHOM Ny3bipe NpenapaTtamm ypcoae3ok-
CUXONEBOW KMUCIIOTbI, @ ineTa AOMKHa UCKITIoYaTb NPoAyKTbl, 6oraTble okcanatamu, v 6bITb
oboralleHHOM KanbLumem ana npefoTepalleHma obpasoBaHmA KaMHel B noykax [2, 3.

CylLecTBEHHO OTIMYAETCA COCTaB MUKPOOMOTbI NaumeHToB ¢ CKK oT coctaBa MUKpO-
6u1oTbl 380poBbiX Ntogein. PekanbHaa MUKPoOMOTa 340POBOrO YesloBEKA B OCHOBHOM
coctout u3 Firmicutes, Bacteroidetes n Actinobacteria. MenygouyHo-KuWeYHbIN TpaKkT
yesioBeKa KONOHU3NPOBAH OYEHb CIOXKHbIM COOOLECTBOM MUKPOOPraHM3MOB, B OC-
HOBHOM COCTOALLMM U3 aHa3POO6HbIX BaKTePUIA Y B3POCSbIX, 1 Yallie BCEro BCTPeyatoTca
Clostridium septicum, Clostridium coccoides n Bacteroides-prevotella. bbino npoegeHo
CpaBHEeHVe COCTaBa KMLWeYHON MUKPOOKOTbI 1 MeTabonnuecknx GyHKUMIA y NaLmeHToB C
CKK 1 300p0oBbIX KOHTPOMbHbIX rpynn. Obulee 6akTepuanbHoe pasHoobpasme CHUXKaeTcA
y naymeHToB ¢ CKK. CoctaB Mnkpobuotsl npu CKK nmeeT cywiecTBeHHble oTnnuma: npe-
ob6nagatoT naktobauunsbl, a KOMYECTBO aHaspobHbIx 6akTepuii (C. leptum, C. coccoides
1 Bacteroides) cHu»eHo.

B LIEJTb PABOTbI

Ha ¢oHe npepcTaBneHns o630pa COBpeMEHHbIX TEHAEHLMI B popmmnpoBaHnn nog-
XOA0B K METOLAM NleYeHnA NaLMeHTOB C CUHAPOMOM KOPOTKOWN KULLKN PacCMOTPETb Npu-
Mepbl NaLMEHTOB AETCKOro BO3pacTa, COCTOALLMX NOoA HAaboaeHeM CneLmanmncToB B Ch-
cTeme naanmaTMBHOW MeANLMHCKOW MOMOLLM AeTaM TioMeHCKown obnacTu.

B ObIT TOMEHCKOW OBNACTW

Mopn HabnogeHnem cneumanuctoB LleHTpa mananaTMBHOM MeAULMUHCKON MomoLym
netam TioMeHCKom obnactu (nanee — LleHTp) B HacTosLlee BpemMsa HaxodsaTca 9 geten ¢
CMHAPOMOM KOPOTKOM KULWKK. Bo3pacT naymeHToB — oT 3 MecaueB fo 12 net. [laHHble
naumeHTbl NPU3HaHbI HYXAALWMMUCA B OKa3aHUW NanMaTUBHON MegULNHCKOW MOMO-
WM pelleHreM BpavebHbIX KOMUCCUI MeAULIMHCKNX OpraHm3aL i, B KOTOPbIX OHU NPo-
XOAUNW NeyeHne nnu Habngannucb, Ha OCHOBaHUN NPOrHo3a 3aboneBaHNs, CTENEHN Bbl-
paXkeHHOCTN GYHKLMNOHANbHbIX HAPYLIEHWNIA CO CTOPOHbI KeNYyA0YHO-KMLLEYHOro TPaKTa,
Hanuuma TAXeNomn ConyTCTBYOLEN NAaTONOMMK N TATOCTHbIX CUMMTOMOB.

B nepwopg rocnutanusaumm B POCCUNCKYO [eTCKyo KnvHuyeckyto 6onbHuy (POKB),
nocne yctaHosneHms guardo3a CKK, netu 6b111 o6ecneueHbl NOCTOAHHBIM LEHTPanbHbIM
BEHO3HbIM JOCTYNOM, a TakXke UM Obinn nogobpaHbl UHAMBYAYaNbHbIE CXEMbl NapeHTe-
panbHOro 1 3HTEPaNbHOro NUTaHUA. Y 5 fetel 6bi110 NPYMEHEHO PEKOHCTPYKTUBHO-BOC-
CTaHOBUWTENIbHOE XUPYpPruyeckoe neveHve (MpoBefeHa nocnefoBaTenbHasa nonepeyHas
3HTeponnacTika — STEP). MNpeaBaputenbHo Mx MaMbl BO BPEMA rocnvTanmsaymm ooiim
0b6yueHbl TexHonorny nposeaeHna anutensbHoro I, OCHOBOWM KOTOPOW ABNAETCA CTPO-
roe co6nogeHne acenTuku.

B Halwem LeHTpe peannsoBaHa MEXAUCLUUMNIIMHAPHAA TaKTKa BeAeHUA NaLMeHTOB C
CKK npwn oka3aHum nannnaTMBHom meguumHckon nomowm (MMIM).

B TiomeHCKoM 06nacTn OTNNUYMUTENBHOM 0COOEHHOCTBI0O KOMMIEKCHOIO NOAX0AA K OKa-
3aHuWI0 NannuaTneHon nomowm aetam ¢ CKK aBnsaetca obecneuyeHne nx cneumannsmpo-
BaHHbIMU NpoayKTamu nedebHoro nutaHua (CMNJIM), sHTepanbHOro U NapeHTepanbHOro,

534 "Pediatrics. Eastern Europe", 2023, Volume 11, Number 4



0630pbl 1 NeKuun .
Reviews and Lectures

a TaKkXKe pacxoAHbIMM MaTepuranamu, npegHasHayeHHbIMU ANnA GYHKLUOHNPOBAHNA TYH-
HenMpoBaHHOro KateTepa Broviac, B nonHom o6beme cornacHoO MHAMBUAYaNbHbIM PeKo-
MeHAALMAM 1 NOTPEBHOCTU 3a CUET eXXEroAHbIX PErvoHabHbIX Cybcnanin.

Peanusauna nporpammbl obecneyeHma getein nanamMaTMBHoro Nnpodunsa, B Tom uncne
ctpagatownx CKK, ctaptoBasLuen B pervoHe B 2020 rofy, OCyLLeCTBAAETCA B COOTBETCTBUN
C NpvKa3som [lenaptameHTa 3apaBooxpaHeHmna TioMeHcKom obnactu o1 09.09.2020 N2 576
«O6 opraHusauny obecrneueHmns geteii B ToMeHCKOM 06nacTy, NonyyaloLwmx naanmaTus-
HYl0 MOMOLLb, CMeunanm3npoBaHHbIMK NPOAYKTaMU NeyebHOro NUTaHuA, pacxodHbIMU
Matepuanam u U3genuamm MeguLMHCKOro HasHavyeHusA» (C U3SMeHEHMAMU 1 JOMNOSTHEHU-
Amn ot 2021 r.). LUnpoko npepactaBneH nepeveHb CMJIM, 3akynaembix ansa obecneyeHus
peten ¢ CKK B pervoHe, Kyaa Bowwu cnegylolme npenapatbl: NenTameH A>KyHMop cyxas
CMeCb, HeOKENT AKyHUop cyxaa cmecb, CMO®KabuseH ueHTpanbHbii, CMOOaunug, su-
Tanunug H geTtckasa amynbcus, conysut H nnodunusat, agaamens H 10 mn, aMnHOBEH, CTe-
POGYHAUH, MIOKOCTEPWI, MaCSI0 INKBUAKEH.

PebeHok ¢ CKK cTtapwe 1 roga nocne pekoHCTPYKTMBHO-BOCCTaHOBUTEIbHOMO XU-
pypruyeckoro neyeHus, Haxoaawmnca Ha MM, cornacHo KNMHNYeCKUM pekomeHAauunam
ABNAETCA KaHAWOATOM Ha JleuyeHne aHanorom rinokaroHonogobHoro nentuaa 2 (MM-2).
Moatomy 5 feTam, COOTBETCTBYIOLMM AaHHbIM KpUTEpUAM oTOOpPa, Mbl HaYanu Tepanuio
npenapaTtom TegyrnyTua [4].

HabntogeHuna 3a AnHaMMKON CUMNTOMOB NPOAEMOHCTPUPOBANN pe3ynbTaT 3dPeKTrB-
HOro AencTBUA npenapaTa TefyrnyTnd, YTO HaLIO BblPaXXeHne B M3MeHeHumn paga oue-
HVBaeMblX MoKasaTenen COMaTUYeCcKoro COCTOAHMA AeTelr, NPMHUMaLWMX npenapaT B
TeueHue roga (c aBrycta 2021 r.), a Takxke nonyroaa (c AHBapaA 2022 r.), HAXOAALWMXCA NOA
Kypauwuen cneumanucTos LleHTpa (puc. 1-3). B ctaTbe NprMBOAATCA faHHbIE COMATUUYECKMX
nokasaTenen ABYyX AeTeln MEeHCKOro mnona, NpUHMMalloWwmnx Tegyrnytng B TeyeHne roaa,
N ofHOro pebeHKa My»CKOro nosa, oCyLecTBAALWEro npuem TeayrnyTuaa B TeueHue
6 mecaues. OueHnBanu cnegylowime NyHKTbl:

1. Macca tena (Kr).

PocT (cm).

HepenbHbln/CyTOUHbIN 06BbeM NapeHTepanbHOro NUTaHKA (M).

CyTouHbIn 06bem cTyna (M), a Tak»Ke ero KOHCMCTEHLMA 1 YacToTa.

KpaTHOCTb NpnemMoB NULLK B CYTKMN.

O6bem oTaenaeMoro no ctome (Mn) B CyTKU.

B cBA3M C pasHOPOAHOCTbIO CaMUX MALMEHTOB, CYLWECTBEHHbIMW OTANYNAMUN B NPU-
yrHax NpPoBeAeHUA pe3eKLUui, ConyTCTBYOLWMX 3aboneBaHUAX, HanMunem/oTcyTCTBUEM
LleHTpasibHOro BEHO3HOro AOCTYMNa, a TakXe NPUCYTCTBMEM CTOMbl BO3HMKaeT U pa3Ho-
POAHOCTb COBMpPAEMbIX U OLEHMBAEMbIX NOKa3aTeNen.

oA wWwN

KnuHnueckun cnyvan 1

JaHHble pebeHKa »keHckoro nona 2009 roga poxaeHus, NonyyaroLero TegyrnyTua c
asrycrta 2021 r., npefcTasfieHbl Ha puc. 1.

KnnHnuecknin gnarHo3 (OCHOBHOW): peLManNBMPYIOLWNA CTEHO3 TOHKO-TONCTOKMLLIEY-
HOro aHacToMo3a. CUHAPOM KOPOTKOM KMLLKK, BapraHT 200 cm nocne ABYX ayTONOMMYHbIX
pekoHcTpyKuuni no STEP. CoctoaHne nocne MHOroKpaTHbIX onepalunin No NoBogy A3BeH-
HO-HEKPOTMNYECKOro KONUTa HOBOPOXAEHHbDIX.
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Puc. 1. AnHammnka knuHunyecknx npoasneHuii CKK y pe6eHka »eHckoro nona 2009 roaa poxaeHus,
npUHUMaloLero TeayrnyTnAa c asrycra 2021r.

Fig. 1. Dynamics of clinical manifestations of SBS in a female child born in 2009 who has been taking
teduglutide since August 2021

OcnoxHeHNA 0CHOBHOrO 3aboneBaHnA: CUHAPOM Manbabcopbunn. HyTpuTrBHaA He-
[AOCTaTOYHOCTb 1-1 cTeneHn. 3aaepxKa pocTta 1-11 cTeneHu.

ConyTcTBytlOWMIA: HOCUTENb TyHHenuposaHHoro LIBK Broviac 6,6 Fr. Hocutenb uneo-
cTombl. COCTOAHME NOoCne OnepaTBHOrO eYeHNA PeKTOBECTUOYNAPHbIX CBULLEN.

M3 aHamHe3a 3aboneBaHnA: HEOOHOKPATHO ONeprpoBaHa Mo NoBoAy A3BEHHO-HEKPO-
TNYECKOro SHTEPOKONMTA HeLJOHOLIEHHbIX. B 06LLeli CNOXHOCTY BbINOAHEHO 5 onepauuii.
OcTaBluanAca AsiMHa TOHKOM KNWKK 50-70 cMm, ToTanbHasA KonakTomua ¢ opmmpoBaHmemM
TOHKO-TONCTOKULIEYHOrO aHacTomo3a. B ncxoge: cMHgpom KOpoTKOWM KULIKK, pyOLIOBbIi
CTEHO3 TOHKO-TOJICTOKULIEYHOTO aHAacTOMO3a, pekToBecTUbYnApHbIn ceuw. 16.10.2013
yANVHUTENbHAA SHTeponnacTmka no metoguke STEP. 29.03.2016 nostopHo STEP, nuksu-
pauua pektoBectnbynapHoro cauua. 04.09.2017 onepaumsa: 3agHecaruTTaibHas NPoKTo-
nnacTuka.

C oKkTAbpAa 2014 r. pebeHOK B cuCTeMe AOMALUHEro napeHTepanbHoro nutaHuaA. Cne-
AyeT OTMeTUTb, YTO AeBOYKa 3a rof neyeHus Tegyrnytugom npubasuna B pocte 18 cm m
B Macce Tena 12 Kr. [loABuancb nepnogrnyeckme nepepbisbl B NapeHTepanbHOM NUTaHnK,
KOTOpOe A0 CTapTa Tepanuu MPOBOAWIMN exeHeBHO, 00beM yMeHbLINAN Ha 45% (c 16 n B
Hepgento o 10 n). Crabununsmposanca o6bem ctyna (c 700 go 800 mn B CyTKM), U 3arycTena
€ro KOHCMCTeHUKA. BbipaxKeHHO CHM3UIOChb Ynco aktoB gedekauun (c 10 go 4 B cyTkm),
a Takxe obbem otgendemoro no ctome (¢ 1500 mn B cyTkn go 1100 mn). CywecTBeHHO
CHM3MNCcA obbem sHTepanbHOro nuTaHuA (c 600 M B CYTKM AOMNOAHUTENbHOIO NUTaHMWA
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o 300 Mn nenTameHa [XKYHVOP), MPW 3TOM pacLIMpuca paunoH, pebeHoK nepeLuen co
cneunanv3npoBaHHOW NHAUBMAYaNbHON AneTbl Ha obwuin cton. B paunoHe ioryprT, 6a-
HaH. Or3nyeckn akTMBHa. B utone 2022 r. 6bi1a NpoBefeHa onepauns No 3akpbiTHIO KO-
noctombl. B HacTosALee Bpema y AEBOYKU MMEET MeCTO caMoCToATeNbHaA AedeKaumsa fo
4-5 pa3 B CyTKM KOHCUCTEHLMN FYCTON Kalin 6e3 NaTonornyecknx nprmMmecei.

KnuHnueckun cnyyan 2

JaHHble pebeHka xeHckoro nona 2012 ropa poxkaeHus Ha GoHe nprema TegyrnyTnga
B TeYeHue roaa npefcraBneHbl Ha puc. 2.

KnvHunyecknii fmarHo3 OCHOBHOW: CUHAPOM KOPOTKOWM KULLKWU: BapuvaHT 6e3 ToncTon
KnwwKr, 100 cM TOHKOW Nocne ayToNorMyHoOm peKOHCTPYKLUMK No meToamke STEP.

OcnoxHeHne oCHOBHOTO 3aboneBaHnA: CUHAPOM ManbabcopbLuun. XpOHUYECKNIA SH-
TepuT Ha GoHe CMHAPOMA MOBbILIEHHOrO 06CEMEHEHMA TOHKOW KULIKW NaToreHHowm ¢o-
poii. HapylweHune GyHKL MM BEHO3HOrO NopTa.

M3 aHamHe3a 3aboneBaHusA: M3HaYaNbHO ONepupoBaHa B NeEPBble CYTKW XM3HM MO No-
BOJY MHOXECTBEHHbIX aTpe3unin («cocncoUHas» GopmMa) TOHKOM KULWIKK U aTpe3unn NpaBon
NONOBMHbI TONICTON KULWKK C nepdopaumen nonepeyHo-obogouHoro otaena. 31.01.2013
BbINOMIHEHa 3HTeponnacTuka no metoauke STEP ¢ nHTybaLmen KULWKK Yepes racTpoCcToMmy.

C 2013 ropga Haxoamnacb B cUCTEMe JOMALIHEro napeHTepanbHoro nutaHua. B des-
pane 2021 r. npou3BefeHoO yfaneHne BEHO3HOro Nopta B CBA3M C HapylleHWem ero
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Puc. 2. luHammnka knuHuyecknx npoasnenuii CKK y pe6eHka »eHckoro nona 2012 roga poXKaeHus,
NpUHMMaloLero TeayrnyTua c asrycra 2021r.

Fig. 2. Dynamics of clinical manifestations of SBS in a female child born in 2012 who has been taking
teduglutide since August 2021
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GYHKUMOHMPOBAHMA 1 BO3HUKHOBEHMEM KaTeTep-acCoUMMPOBaAHHON UHeKUuun. YHu-
KanbHOCTb 3TOW NaLMeHTKN COCTOUT B TOM, YTO B TeUeHMe NoJlyroaa Ao cTapTa TapreTHom
Tepanuu oHa 6bina nuweHa BO3MOXHOCTM nposeaeHus MMM B cBA3u ¢ yaaneHnem nHou-
LUMpoBaHHOro Katetepa v notepein LB[ (LueHTpanbHOro BEHO3HOro AOCTyMa) ANA CMeH-
HOro Katetepa. B cBA3M C 3TUM poauTenn opraHn3oBany AN Hee YyacTble npremMbl MUK
ManieHbKUMK nopumamm (go 20 pas B CyTKM Yepes Kaxable nonyaca), 4to 6bi1o NpoanKTo-
BaHO NoTpebHOCTbI0 pebeHKa B YCIIOBUAX OTCYTCTBUA NapeHTepanbHOM NOAAEPXKKMN U Ha-
nuyrem SeMnuHr-cuHapoma (ctyn Habnioganca npakTnyeckn Yyepes Kaxable 1-2 nprema
nuTaHua). NMomnmo oTcyTCTBMA NpMbaBkM Macchl Tena (c 2019 no 2021 r. BeC cocTaBAAN
19 Kr), B CBAA3U C YaCTbIMW OCTPbIMK pecnmpaTtopHbiMu 3aboneaHuamu (OP3) peBouka
perynapHo Tepana B Bece no 500 r nocne Kakgoro nNpoctyaHoro snu3sopa. C MmomeHTa
CTapTa Tepanuu TegyrnyTUAOM pPoauTeNn OTMETUIN 3HAUUTESIbHOE CHUMKEHME YacToTbl
OP3, a Takxe cepbe3Hyto NpubaBKy B Mmacce Tena (Ha 8 Kr). [lomnmo 3Toro, y IeBOYKM 3Ha-
UMTeNIbHO CHU3MIIOCh YMCIIO aKTOB AedekaLmm (4o 3—4 B CyTKM) 1 MPOM3O0LLAO 3arycteHne
KanoBblX MacC (MIMEeHHO 3TUM MOXHO OOBbACHUTb Bblpa)keHHOE CHIKeHVe obbeMa CTyna,
TaK Kak CTomMa y pebeHKa OTCYTCTBYET), a TakXe NnpeKpalleHre HOYHbIX akToB fedekauunm
N NposABieHUN MeTeopr3Ma. B HacToALee BpemA TakxKe B paurioHe NPUCYTCTBYIOT: Cyn,
Kalua, Abnoko, rpylua, oBoLM BapeHble (puc. 2).

KnuHnyeckun cnyvan 3

Tak»ke uHTepec NnpeAcTaBnaeT AUHaAMMKa COMATUUYECKMX NoKa3aTeNien u KIMHNYEeCKNX
npossneHunin 3abonesaHuna y NauneHTa My>ckoro nona 2015 rofla poxaeHuns, y KOToporo
npuem TegyrnyTnga ctaptoBan B AHBape 2022 r. (puc. 3).

KnnHnuyeckun gnarHo3 OCHOBHOM: CUHAPOM KOPOTKOW KULWKN — BapuaHT 120-140 cm
TOHKOWM KuwKm (05.08.2020) npu OTCYTCTBUM TONCTON KWWKW. MacTpoMHTECTUHaNbHoe
HelpoMmblleyHoe 3aboneBaHye: araHro3 TONCTON KULWKK U AUCTaNbHOrO oTAena nog-
B3[OLHOWN KWLUIKW, OYaroBbli MMNOraHrAno3 TOHKON KUWKKN. COCTOAHME Nocsie MHOro-
KpaTHbIX onepavyui.

OcnoxHeHne OCHOBHOro 3aboneBaHuA: HOCUTENb FracTPOCTOMbl. HocuTenb 3HTepo-
CTOMbl. [lepucToManbHbIi UHGUABTPAT U AEPMATUT. DPO3MBHBIN MNPOKTUT. XpOHUYeCKas
KuweyHaa HenpoxogmmocTb. Manbabcopbumsa, manbHYTpUUuA, Mmanbaurectusa. Hytpu-
TUBHaA HeJOCTaTOYHOCTb 1-11 cTeneHn. XpoHnyeckaa MHorodakTopHasa aHeMu1A cpefHei
cTeneHu TaxkecTn. MeTabonnyeckoe 3aboneBaHune KOCTHON TKaHU. TpoMboTUYECKME KaTe-
Tep-accoLUMMpPOBaHHbIE OCIOMKHEHMA.

ConyTcTBYOWMIA: HOCUTENDb TYHHenpoBaHHoro LIBK Broviac.

M3 aHamHe3a 3aboneBaHnA: MHOrOKpaTHO OnepupoBaH Mo MOBOAY racTPOUHTECTU-
HaJIbHOTO HeMPOMbILLIEYHOro 3aboneBaHNA — araHrMo3a NoAB34OLHON M TONCTON KMLLKK
C MCXOAOM B CUHAPOM KOPOTKOW KULIKK. B TeueHne 5 neT nonyyaeT feyeHne B cnucteme
AOMaLUHero napeHTepanbHOro NuTaHuA. ManbumKy [OCTaTOUYHO AAUTENbHOE BpeMsa He
MOFJIM HauaTb TEPanuIo MO NPUYMHE YaCTblX SHTEPUTOB, B TOM Uncsie rpnbKoBbix. [lomumo
3TOro, y pebeHka NpakTUYeCKM OTCYTCTBOBaN CaMOCTOATENbHbIN CTyn (CO CnoB poauTe-
nen, 1 pa3 B MecAL MOrno HabnoaaTbCa oTaeneHmne CIM3UCTOro CogepKMoro 06beMom
5 Mn nocne ycuneHHOro HanpsaxeHnsa OpIoLLHOM cTeHKK). [o cTome Npu 3TOM OTAENANOChH
Ao 1 nutpa B CyTKN. Kpome TOro, ManbumK CO3HaTe/IbHO OTKa3biBasicA OT NepopanbHOro
NUTaHWA B TeYeHne iHA, COrnallaacb MPUHMMaTb ero TONbKO No Beuepam. 3a nosiTopa roga
Tepanuu TegyrnyTuaom Bec pebeHka yBenmumnca Ha 4 Kr, npubaBka B pocTe cocTaBuna
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Puc. 3. iuHammnkKa KnuHnyecknx npoasneHuii CKK y pe6eHka my»ckoro nona 2015 roaa poxaeHus,
NPpUHMMalIOLLEro TeayrnyTua c AHBapa 2022r.

Fig. 3. Dynamics of clinical manifestations of SBS in a male child born in 2015 who has been taking
teduglutide since January 2022

10 cm. CywecTBEHHO yNyULINAOCh YCBOEHWE XXNAKOW NULLK U BOAbI: 06beM MOUM COCTaB-
nAaet go 1900 mn/cyT, nbeT 1,5 n/cyT »KMAKoro NTaHMA 1 Bodbl. ANNETUT B HaCToALLee Bpe-
M# XOPOLUNIA, NPUHMMAET NTaHKe C obLero ctona, PpyKTbl BCe, CBEXaa TepTas MOPKOBb,
orypel ceexuit. lentameH 3 pa3sa B Hegenio no 200 mn (puc. 3).

KnuHnuecknin cnyvan 4

Becbma nokasaTtenbHbIM ABNAETCA C/lyyall pebeHKka Myckoro nona 2014 roga poxgae-
HUA (puc. 4).

InarHo3 ocHoBHoM: K91.2 MNocTpe3eKUMOHHbIN CUHAPOM KOPOTKOWM KULLKM B ncxoge
ornepaTuBHOro neveHnsa cnHapoma Jlegaa, Hekpo3sa ToHKoW KuwKkK (18.09.2014 — nanapo-
TOMUA, pe3eKuuna ToLlen KULWKK, eloHouneoaHactomos, 01.10.2014 - penanapoTtomus, pe-
3eKUmA TOHKOW KNLWKK, AyoaeHouneoaHactomos, 09.10.2017 — penanapotomums, caHaumsA
N ApeHnpoBaHKe BPIOLHON NONOCTH).

OcCnoXHeHNA OCHOBHOTO: HYTPUTUBHAA HeJOCTaTOYHOCTb 1-11 cTeneHn. XpoHnyeckas
KULleYyHasa HefoCTaTOYHOCTb. XPOHUYECKIMI SHTEPOKONNT BHe 060CTPeHN .

ConyTcTBytoLMe 3ab0neBaHNA: KaTeTep-acCoLMMPOBaHHbI TPOMO03 BepXHel Noson
BeHbl B aHamHe3e. Hocutenb TYHHENMpPOBaHHOTO KaTeTepa Broviac 4,2 Fr B npaBoi BHY-
TpeHHen ApeMHon BeHe oT 01.04.2020. ACTEeHOHEBPOTUYECKUIN CMHAPOM pe3ngyasibHo-
opraHMyeckoro reHesa. HempoceHcopHas TyroyxocTtb 3-11 cTeneHu cnesa. AaeHouabl, Co-
CTOAHME nocne ageHotomum ot 22.02.2019.
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Puc. 4. AnHammnka knuHnuyecknx npoasneHuii CKK y pe6eHka my»ckoro nona 2014 roga poxpaeHus,
NpUHMMaloLero TeayrnyTna c AHBapsa 2022r.

Fig. 4. Dynamics of clinical manifestations of SBS in a male child born in 2014 who has been taking
teduglutide since January 2022

O6palaloT Ha cebsa BHUMaHVE KapAuHaNbHble U3MEHEHWA CTyfa y AaHHOro nauu-
€HTa: ecnin Ao CTapTa Tepanuu TeayrnyTUAOM OH Obl1 OYEHb BOAAHUCTBIA U Habnogan-
cA 3—4 pasza B CyTKM, TO CNYCTA rof eYeHUs OH NProOPeN rycTyro KOHCUCTEHLMIO U €ro
YyacToTa yMeHbLIMIach A0 2 pa3 B CYTKW. Mo HabNMogeHMAM yXaXKMBatoLWMX UL, NPOn30-
Wwa cepbesHas AMHAMMKA B COMATMYECKOM COCTOSIHUM M CAaMOYYBCTBMM pebeHKa, Tak
KaK 4o CTapTa Tepanun y HEro 4acto Habsioganvcb pacCcTpONCTBa KUCTOTHO-OCHOBHOIO
COCTOAHNA (aungo3), YTo BblpaXkasocb B MOABMEHMMN WATKOWM NMOXOAKM U COHANBOCTY, A
TaKXke 1Meno labopaTopHoe NofTBepPKaeHMe. [JaHHbIe YrpoXKatoLme XN3HN COCTOAHNA
TpeboBany HeOTNOXHOIO BMeLLaTeNIbCTBa MyTeM BBELAEHUA CONEBbIX PAacTBOPOB, KOraa
pebeHOoK AaXke cam NPOCWIT Ha NepopasibHbIi NpuemM perngpoH. C nionsa 2022 1. KUCIOTHO-
OCHOBHOE COCTOsIHME TAboPaTOPHO B HOPME U1, YTO OUYEHDb BaXKHO, MPONan KIUHUYeCcKme
NPOABNEHUA, SNU304bl BANIOCTU N HEYCTOMUYNBOW MOXOAKU NPeKpaTUInch. KapgnHanbHoe
MOBbILIEHNE KAauyeCTBa XN3HN pebeHKa 1 YJIEHOB ero CeMb/ HECOMHEHHO. ManbuunK yumnT-
ca B 1 kKnacce o6Leobpa3zoBaTenbHON LWKOMbI U YCNewwHO 0CBanBaeT nporpammy. B HacTo-
Alee Bpema nonyyaet 1 B pexume 2 gHA yepes 2 no 700 Mn B CYyTKK, YCTAaHOBNEHHOM
yepes 6 mecsALeB OT Hayana TapreTHon Tepanuu. B anpene 2023 r. ocywiecteneHa rocnu-
Tanusauma B POKDB c yenbto ganbHenwen koppekuuu Ml 1 neyeHuna. B HacToAwee Bpems
ManbymK NonyyaeT cMecb nentameH 280 M B CYTKM B 2 NPMEMA, Y HEFo HabnogaeTca cTyn
1-2 pasa B feHb, rycToin. PocT yBenuuuncs Ha 5 cm, B Bece npubasun 2 Kr. Pexkum MM - B
TeueHue 12 yacos, 2 AHA — 2 AHA NepepbiB. B paunoHe KMCNoMonoyHble NPOAYKTbI, rane-
Tbl, MaKapoHbl, 6aHaHbl, A6/10KW. DNMM3040B aumao3a He HabogaeTcs.
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KnuHnueckun cnyyanm 5

PaccmoTpum paHHble pebeHka Myxckoro nona 2019 roga poxgeHua. narHos oc-
HOBHOM: K91.2 MNocTpe3eKUMOHHbIN CUHAPOM KOPOTKOW KWLLKU B UCXOQe OrnepaTuBHOIO
nevyeHus cuHgpoma Jlenfa n Hekpo3a ToHKol Kuwkwm (05.08.2019 — cybToTanbHasA pesek-
LUMA TOHKOW KULWIKW, BbiBefeHne eloHocToMbl, 18.09.2019 — aare3nonunsnc, HanoxeHue
nneoetoHoaHactomo3a, 04.10.2019 — apgreonmsnc, HanoXeHme eHOKON0aHaCcTOMO3a,
17.12.2021 — nanapoTomusa, peBn3na 6PIOLLIHON NONOCTY, yAaneHne MHOPOJHOrO Tena u3
KUMKW, YLWIMBAHMNE TOHKOWN KULIKK, HanoeHne ractpoctomsl, 29.12.2021 - BoccTaHOBNe-
HWe racTpOCTOMbI); OCTaTOUHaA ASIHA TOHKOM KULLKM Ha MOMEHT pe3eKkumm — 2 cm (To-
LLan), TONCTanA KNLWKa COXPaHeHa.

OcnoxHeHna ocHOBHOrO 3aboneBaHua: E44.0 HyTpuTrBHaA HelOCTaTOMHOCTb 2-1A CTe-
neHwu.

ConyTcTBytowme 3aboneBaHmsA: K52.8 Spo3nBHbIN 303MHOGUNBHDBIA IEBOCTOPOHHUI
KONUT.

Hocutenb TyHHennpoBaHHOro Katetepa Broviac 4,2 Bo BAIB cnpasa ot 18.09.2019,
peMoHT KaTeTepa oT 21.10.2021. LlepebpoacTeHnyeckuin CMHAPOM pe3ngyasnbHo-opra-
Huyeckoro reHesa. OHP. 3agepxKa $oOpMMPOBaAHUA SKCMPECCUBHON peun. AHrMonaTmA
ceTyaTKm.

[vHamyKa nokasaTtenen npeAcraBneHa Ha puc. 5.
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Puc. 5. AinHamuka knnHnuyeckux npoasneHnii CKK y pe6eHka my»xckoro nona 2019 roaa poxxaeHus,
MpUHUMaloLero TeayrnyTna ¢ mapra 2022 r.

Fig. 5. Dynamics of clinical manifestations of SBS in a male child born in 2019 who has been taking
teduglutide since March 2022
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B cBA3M € TeM, UTO M3MeHeHUs No 06beMy NapeHTepPanbHOrO NUTAHUSA 3aMnlaHUPOBaHbI
Ha anpesb BO Bpemsa rocnutanusaumm B POKB, ans oueHkn addekTa ynyyweHns Bcachl-
BaTeNIbHOM GYHKLMM KULIEYHMKA BblOpaHa AUHAMIKKa CYTOYHbIX OOBEMOB CTyNla M MOYM.
Kak BUHO Ha pUCYHKe, CyLLecTBEHHO (Ha 87%) yBennuunca o6bem MoyeBblAeneHns, Npu
3TOM BblpaXeHHO YMeHbLIMANCL 06beM 1 YyacTtoTa (c 10 go 2 B cyTkn) edekaunii. [laHHble
N3MEHEHNA KOCBEHHO CBUAETENbCTBYIOT O 3HAUUTENIbHOM YCUJIEHUWN BCACbiBaTENIbHOW
CNOCOBHOCTU KMLLEYHMKA, YTO NoATBEPKAAET 3PPEKTUBHOCTb MPOBOANMOWN FOPMOHab-
Hoi Tepanun. O6bem napeHTepasibHOro NMUTaHUA MOKa BBOAWUTCA HA NepBOHAYasibHOM
YypOBHe no 760 M B CYyTKMW.

Kpome yKka3zaHHOrO, y pebeHKa 3a UCTeKLIN rof Tepanuu TegyrnyTaoM OTMEUYEHO No-
ABNEeHVe B NUTaHNN Kawun Ha ogHO KopmneHune 120 r (paHee 70 r), KOTOPYK OH XOPOLLO
ycBavBaeT. [poBefieHO paclupeHve aueTbl NyTeM fobaBneHns 6aHaHa 1 abnoka. Momu-
MO 3TOro, MonyyaeT CMeCb NenTaMeH JXKyHuop (Tonbko 1 pa3 Houbto 50-70 mn). Pogutenn
OTMEYAIOT YNyYlleHME anmneTuTa U BO3MOXXHOCTb Jo6aBNeHUs NeyeHbs, Cyna, 3aneKkaHKuy
(6bneHgep). HemanoBaxHbIM Ana ceba cuMTaloT yMeHbLUEHVe BpeMeHr Ha nHoy3uto MMM go
13 yacos (paHee 15 vacos).

B ObCYXAEHWE

MNopBoaa ntoru oueHkn AnHamukn cumntomos CKK, MOXXHO OTMETUTb cnegyiolyme cy-
LeCTBEHHble 3MEHEHUA B COCTOAHNM JeTeln:

1. MNocTeneHHoe CHMXeHUe obbemMa 1 Kanopuii, NOCTyNaloWmX C NapeHTepasbHbIM Nii-

TaHVeMm.

2. PacwwpeHmne payoHa, nocTeneHHoe CHUXeHVe HeO6X0ANMOCTY CeLnabHOro NpPu-
roTOBAEHWA NULLK, OTAENbHOIO OT APYrMX YNEHOB CEMbW, MePeXoA Ha ObLMiA CTON.

3. CywecTBeHHOe ynyylleHrie YCBOEHUA BOAbI U XKUAKOW NULLM C NapasinenbHbIiM yBenu-
yeHmeMm CyTOYHOro o6 bemMa MoyencrnycKaHms.

4. M3meHeHWe KOnnuyecTBa Y KOHCUCTEHUMUW CTyna (CHUXeHUe yncna aedekauui, 3ary-

CTeHWe CTyna, Bo3BpaLleHue K Gu3nonornyeckomMy akty gepekaumm (3akpbitme Kono-

CTOMbI — KIIMHNYECKNI Cyyai 2)).

CHmxeHmne uncna peuunaneos D-naktaT-auuaosa, gerngpataymin.

M3meHeHme Macco-pocToBbIX NOKa3aTeneln (Nprbaska B Bece 1 pocTe).

7. TloBbllWeHMe 3aWUTHBIX CUJT OPraHn3ma (CHMMXeHMe YacToTbl MHTEPKYPPEHTHbIX 3a60-
neBaHWM, NoBbiweHne GU3NYECKON aKTUBHOCTY, ynyylleHre obLLero caMovyBCTBIUA).

8. YnyuweHune KayecTBa XM3HW pebeHKa.

9. YnyulueHve KauyecTBa XXWU3HU poguTenen.

Bo Bcex criyyasx B mepBble fHU NPYMEHeHNA npenapata TeayrnyTua oTMeyanmcb 3nu-
30AMYecKne 6011 B XKMBOTe, KOTOPble KynMpoBanuch Yyepes 2-3 Hegenn 6e3 nocnepyto-
Lero noBTOpeHuA. VIHbIX HexenaTenbHbIX ABMEHN Y NayMeHTOB 3a BeCb Nepnog nprme-
HeHVA npenaparta He HabnoAaNnoch.

Mpy 3TOM HEO6XOAMMO YUMTbIBATb, UTO KaXKAblI pebeHoK nHansuayaneH. Hanenay-
aNbHOCTb MPOABMAETCA Kak B CNOCOOHOCTU 1 CpOKax KULIEYHOW aganTaumu, Tak U B OTBe-
Te Ha Tepanuio 1, COOTBETCTBEHHO, JOCTUXKEHWM 1 CTaBUNBbHOCTK pe3ynbTaTa.

ow
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B 3AK/TKOYEHNE

PaunoHanbHaa TakTMKa BeeHMA NauneHToB C CUHAPOMOM KOPOTKOM KULIKA U KOM-
MNEKCHBIN MYNBTUANCUUMIIMHAPHBIA MOAX0H CMOCOOHbI CYLLECTBEHHO MOBbLICUTb Kaye-
CTBO XV3HW NaLNEHTOB C 3TM 3aboneBaHuem. iccnegoBaHMsAMM OKA3aHO 1 Ha MPAKTUKe
NOATBEPKAEHO, UTO TedyrnyTua — aHanor yenoseyeckoro [TIM-2 — no3BonaeT ymeHbLWUTb
06bem NoTpebrieHNs NapeHTepasibHOrO NUTaHNA 1 BpeMA UHQY3UN Y AeTel 1 B3POCTbIX,
a TaKXKe JOCTUTHYTb MOJIHON SHTepPasibHOM aBTOHOMUW. BONbLUMHCTBO NOBGOYHbLIX ABE-
HWIA, CBA3AHHBIX C Tepanuen TegyrnyTMaoMm, ObIv NErkom WM CpegHen CTeNeHn TAXeCTU
1 NPOABNANNCL B OCHOBHOM abOMUHANIbHbIMK 601sSIMU, KOTOPbIE ObINI BMOJIHE OXKUAA-
embl npu CKK n gnunuce He 6onee 2 Hepesb. Takum 06pa3om, MHOTOUYMCIIEHHbIE UCCTe-
LOBaHUA N peanbHaA KNUHUYeCKaa NpakTMKa nokasann 3¢deKTMBHOCTb TeayrnyTmaa B
nleyeHnn NaumMeHToB C CUHAPOMOM KOPOTKOW KULLKMW.
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