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Pe3iome

Besedenue. CUHAPOM KOPOTKOM KUIIKHU, KaK MTPaBUJIO, SIBJISICTCS CJISACTBUEM ITEPEHECEHHOI OOIITMPHOM pe3eKIINK KUIIIEYHUKA, OOBITHO
MTOJIB3/IOIITHOTO Y TOLIEro OTAEIO0B, KOra OT MepBOHAYaIbHOM JUIMHBI (B CPEIHEM B MONyJIsIiuu — 6,5 M) octaeTcs He 6ojee 115-200 cMm.
CUHAPOM KOPOTKOM KUIIIKH IPEICTABIISIET COO0I He CTOJIbKO aHATOMUYECKOE, CKOJIBKO (DYHKIIMOHAIBHOE MOHSITUE, TAK KAK KIMHUYECKHIE
MPOSIBJICHM S 3a49aCTYIO 3aBUCST HE TOJBKO OT OCTATOYHOM IJIMHbBI, HO M OT YPOBHSI yTPa4eHHOro (pparMeHTa KUIIEYHMKA, COXPAHHOCTHU
MJIEOLIEKAIBHOTO KJIallaHa, Ha MK KOMOPOMIHBIX COCTOSIHMII ¥ Bo3pacTa rnarreHTa. Ha BBICOKOM ypOBHE AepKUTCs JI€TaTIbHOCTD 0100~
HBIX COCTOSIHUI B CBSI3M C APaMaTUYECKUM CHIKCHUEM BCaChIBAHUS ITUTATEIbHbBIX BEIIECTB U XKUIKOCTH, ObICTPHIM PAa3BUTHEM TSKEJIOM
KHIIIEYHOM HETOCTaTOYHOCTH U SJIEKTPOJIUTHOI JIeKOMITeHcalluu. B HacTosIiee BpeMs BOIPOC TAKTUKHM BeICHUS IMAIlMEHTOB C JaHHOM
I1ATOJIOTMEI OCTAETCS OTKPBITHIM. AKTHUBHO ITPOBOISTCS KIIMHUYECKIE UCCIIEIOBAHUS, PETUCTPUPYIOTCS HOBBIE ITPEIapaThl, pa3padaThbiBa-
I0TCS HOBBIE KIMHUYECKYE ¥ aIMUHUCTPATUBHBIC TIOAXOIBI, BKJII0UAs perJlaMEHTAIII0 MapIIPyTU3ALIMH C LIEJTbIO CHUKEHUSI CMEPTHOCTH.
Lleav pabomobr. laHHAS CTaThd HaMKCaHa IJIsl OLICHKW COBPEMEHHBIX METOJIOB JICUSHU ST TAIIMEHTOB ¢ CUHIAPOMOM KOPOTKOM KUIIKHU
Ha TIpuMepe KIMHUIEeCKOro cirydasi, ortucanHoro B Pecriy6nuke bamkoproctaH.

Pe3ynomamoit. Y TallMEHTKY ¢ TUAarHO30M «JIpyrue HapyIIeHWsI KUIIEYHOTO BCAChIBAHUSI: CHHIPOM KOPOTKOM KUIIKH, YJIBTPAKOPOTKHIA
BapuaHT (35 cM mocjie peKOHCTPYKIIMY KMIIIEYHUKA) TIPU HAJIMIUK TOJICTON KUITKK. COCTOSTHHE TTOCJie HEOMHOKPATHBIX OTlepalluii,
B TOM YHCJIe ayTOJOTMYHBIX PEKOHCTPYKIIMIA KUIIeUHUKa» IPUMEHEHHe TIpenapaTa TeLy Iy TUI IIPUBEJIO K YIYYIIeHUIO TPOLIECCOB
ajanTtalyy OCTaTOYHOro (pparmMeHTa KuineyHuka. [lanueHrka 3a 5 aet npubdaBuia B Macce, 3a(pMKCUPOBAHO CHUKEHUE YaCTOTBI
nedekalinii 1 yMeHblieHue oobeMa cTyia. OTMeYeHO CHUXKEeHUEe 3aBUCUMOCTH OT IapeHTepaJbHOro nutaHusi. Kpome Toro, maim-
€HTKa OTMETHJIa XOPOIIYIO IEPEHOCUMOCTD JIEYCHMSI U CYIIECTBEHHOE yIydIlleHe CaMOYyBCTBUs. TaK1M 06pa3oM, KOMITJICKCHBIIA
MYJIbTUANCLHUIUIMHAPHBIN OAXOM, a TAKKE pallMOHaIbHAsI TAKTUKA BeAeHMSI 00JIbHBIX C CHHIPOMOM KOPOTKOM KUIIKHU CIIOCOOHBI
B 3HAYMTEJIbHOM CTEIEHHU YIYYIIUTh KaueCTBO XKMU3HU ITallMEHTOB, CTPaaalolInX 3TUM 3a00JIeBAHUEM.
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Abstract

Background. Short bowel syndrome, or short intestine, as a rule, is a consequence of extensive intestinal resection, usually of the iliac
and skinny sections, when no more than 115-200 cm remains from the original length (on average in the population of 6.5 meters). Short
bowel syndrome is not so much anatomical as functional, since clinical manifestations are often they depend on both the residual length
and the level of the lost fragment, the safety of the ileocecal valve, comorbid conditions and the age of the patient. The lethality of such
conditions is kept at a high level, due to the loss of the organ of absorption of nutrients and fluid, the rapid development of severe intestinal
insufficiency and electrolyte decompensation. Currently, the issue of tactics for managing such patients remains open, clinical studies are
actively continuing, new drugs for treatment are being registered, new approaches and the need for routing regulation in order to reduce
mortality are emerging.

Objective. This article was written with the aim of evaluating modern methods of treating patients with short bowel syndrome using the
example of a clinical case described in the Republic of Bashkortostan.
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Results. In a patient diagnosed with: "Other intestinal malabsorption: short bowel syndrome, ultrashort variant (35 cm after bowel recon-
struction) in the presence of a large intestine. Condition after repeated operations, including autologous reconstruction of the intestine",
the use of the drug teduglutide led to an improvement in the processes of adaptation of the residual fragment of the intestine. For 5 years,
the patient gained weight, a decrease in the frequency of bowel movements and a decrease in stool volume were recorded. A decrease
in dependence on parenteral nutrition was noted. In addition, the patient noted a good tolerability of the treatment and a significant
improvement in well-being. Thus, a comprehensive multidisciplinary approach, as well as rational management of patients with short
bowel syndrome, can significantly improve the quality of life of patients suffering from this disease.

Keywords: short bowel syndrome, intestinal insufficiency, intestinal adaptation.
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uHApoM KopoTtkoii kuiku (CKK,

niu SBS — anra. Short Bowel

Syndrome), Kak IpaBHJIO, SIBJIS-

eTCsI CJIEJICTBUEM TepEeHEeCeH-
HOI OOLIMPHOU pe3eKIINU KUIIIeYHUKA,
OOBIYHO MOJAB3AOLUIHOTO U TOIIErO OTIE-
JIOB, KOrlla OT MEePBOHAYAJIbHOMN AJTUHBI
(B cpemHeM B TOMyJISLUKU — 6,5 M) ocTaeT-
cs He 6ogee 115-200 cm. CKK — He cTonb-
KO aHaTOMMYEeCKOe, CKOJIbKO (DYyHKIINO-
HaJbHOE MOHSITHE, TAaK KaK KJIMHUYEeCKUe
TIPOSIBJIEHU S 324aCTYI0 3aBUCST HE TOIHKO
OT OCTAaTOYHOU NJIWHBI, HO U OT YPOBHSI
yTpauyeHHOTo hparMeHTa KUIIeYHNKa,
COXPaHHOCTHU UJIEOIeKaJbHOTO KJIama-
Ha, HAJIMIU ST KOMOPOUTHBIX COCTOSTHU I
U BO3pacTa MalMeHTa.

CKK npencraBaseT coboii coBo-
KYIHOCTbh CUMIITOMOB, OOYCJIOBJIEH-
HBIX YMEHbIIeHUEeM (GYHKIIMOHATbHO
aKTHUBHOU MOBEPXHOCTU TOHKON KUIIKU
B pe3yJbTaTe pe3eKl UM KUIIeYHuKa,
MPOSIBJISIIOIIMXCSI XPOHUYECKOI KUIIIey-
HOU HEAOCTATOYHOCTHIO U MPUBOSIIIIUX
K HapyIIEHUIO XK U3HEAEITeIbHOCTH Opra-
HU3Ma B 11esioM [1].

Yactora CKK Bappupyet ot 24,5
1o 30 Ha 100 000 pomuBIIMXCS XKUBBIMU
(TI0 MTAaHHBIM KaHAJICKWX U €BPOIEeCKUX
HEOHATOJIOTOB), CPEIU B3POCIOro HaceJse-
Hust — 2-3 cayyas Ha 100 000 HaceneHus.
Peructpupyercst exkeroaqHbIif TPUPOCT
KOJINYeCcTBa OOJbHBIX C JAHHBIM CUH-
JnpomoM [2].

JlaHHas cTaThs HalmucaHa C LEJbIOo
OLIEHKU COBPEMEHHBIX METO/IOB JICYEH U ST
nauueHToB ¢ CKK Ha mpumepe KanHuue-
CKOTO cllyyasi, onrcaHHoro B Pecriybiuke
bamkopTocraH.

THonoruna

Kaxk yxe ropopuiiocs Bbiie, CKK
OOBIYHO SIBJISIETCS] PE3YJIbTATOM XM PYPIri-
YeCKOT0 BMEIIATEeIbCTBA MTPH CACIYIOIINX
COCTOSTHUSIX:

e Oosie3Hb KpoHa — BocnanuTesibHOE
3a00JIeBaHME MUIIEBAPUTEIBHOIO TPAKTA;

® CTPAHTYJSLIMOHHAS KUIIeuyHas
HEIMPOXOAUMOCThH — CAMOIIPOM3BOJIbHBII
TpOMOO03 OPbIXKEEUHBIX COCY/I0B;

® 3aBOPOT TOHKOTO KUIIIEYHUKA, KOTO-
PBIii TPEpbIBAacT KPOBOCHAOXEHUE U BEIET
K OTMHPaAHUIO TKAHEei TaHHOTO OpraHa;

® OITYXOJIM TOHKOTO KUIIIEYHUKA;

® TMOBPEXIEHUS U TPAaBMBI TOHKOTO
KHMIICYHNKA;

® HEeKPOTU3UPYIOUIUIA SHTEPOKOIUT
(4ale y HeIOHOLIEHHBbIX HOBOPOXIEHHBIX);

® OXXUPEHMUeE, ISl JIeYeHU I KOTOPOTO
BBITIOJIHSIIOT IIYHTUPOBAHUE KUILIEUHUKA;

e pyrue 3a00JIeBaHU S, IPUBOSIIIINE
K TTOBPEXIEHU IO TOHKOI0 KUIIEYHU KA
Y HEOOXOIMMOCTH YIaJICHUSI TOBPEXKICH-
Horo ¢parmMeHTa (TpoM603 OPBIKESUHBIX
cocynoB u 11p.) [3].

Marorenes

YV 310pOBBIX B3pOCIIBIX CPEIHSIS ITMHA
TOHKOTO KMIIeYHMKa cocTaBisieT 6 M. CKK
BO3HUMKAET, KOT/a JJIMHA OCTaBIIErocst TOH-
KOI'o KMIIEYHU KA COCTaBJISIET MeHee 2 M
1 pa3BUBAETCs KIMHUYECKU 3HAYMMOE CHU-
JKeHue abcopOLMU KUIKOCTH U TTUTATeb-
Hbix BelecTB. CKK, BBI3BaHHBIN XUPYP-
TUYECKUM yIaJeHUeM YaCcTH KUIIEUHUKA,
MOXET OBITh BDEMEHHBIM COCTOSTHUEM
B CBSI3U CO CITOCOOHOCTHIO TOHKOT'O KUIIIeU-
HMKa K ajanTaiuu. B mpouecce KuieuyHoi
aJanTaliy B OCTaBIICKCS YaCTU TOHKOTO
KUIIEYHUKA TPOUCXOIST PU3NOJIOTMUESCKIE
M3MEHEHU S, HaTTpaBJICHHbIC Ha TIOBBIIIICHKE
ero abcopoupyiolei crocooHocTH [1].

[Ipoliecc ananTauuy HAYMHAETCS Yepe3
2-3 nH4 Tocje pe3eKU My KUIIeYyHnKa
1 MOXET MPOoIoJiKaThes oT 12 1o 18 Mecsies,
CONPOBOXIasICh TUMEPILJIa3ueil BOPDCMHOK,
yBEJIIMUEHNEM TIIYOMHBI KPUIIT C TIOCIEAYIO-
LM pacIIMpeHeM KMIIeUHUKa [2].

[Tpu moTepe yacTH TOIIE KUIITKK BCa-
ChIBaHUE OCJIKOB, YIJIEBOIOB, BATAMUHOB
Y MUHEPAJIOB MOXKET CHUXKAThCSI HE3HAUM-
TEJIbHO, TIOCKOJIBKY 3TY (PYHKIIUIO CIIOCO0-
Ha B34Thb Ha ce0sT MOAB3IOIIHAS KUIIIKA.
TloTepst pOAYKIIMY KUIIEYHBIX TOPMOHOB
TOLIEeN KUIIKOU MPpUBOMUT K ocaadie-
HUIO (epPMEHTATUBHOTO MUILIEBAPEHUSI.
3HaYUTEIbHO CHUXKAETCS XKeTYHas U NaH-
Kpeatuyeckas cekperusi. OnHako, Kak 3To
HU YAUBUTEIbHO, YPOBEHb FaCTPUHA MOBBI-
11aeTCsl, BbI3BIBAsI BHICOKYIO CEKPEIIUIO
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COJISTHOM KMCIIOTHI, YTO B KOHEYHOM UTOTE
TMIPUBOIUT K TTOBPEXICHUIO CIU3UCTON
000JIOUKY TOHKOU KUIIKU. B pesynbrare
0OJIBIIION OCMOTUYECKOW HArpy3KH Head-
copOMpOBaHHBIE TUTATEIHLHBIE BEIIECTBA
TOCTaBJISIIOTCS B AUCTAJIBHBIE OTAEIIBI ITOM-
B3IOIITHO U TOJICTYIO KMIIKY, YTO ITPUBO-
JIUT K TsKeJoi nuapee [3].

ITocne ycranoBnenus nuarioza CKK
OCHOBHBIMM KOMTIOHEHTaMU JIEYEH U 5T
CTaHOBSITCS:

1. ObecneyeHre MOCTOSTHHOTO 1EH-
TPaJbHOTO BEHO3HOTO AOCTYTIA.

2. OpraHmu3anus HyTPUTUBHOM MO~
NEPXKU: HIUBUIYAJTbHBIN TOA00P CXEMBI
MapeHTepaJbHOTO MUTAHUSI, HaJlaXXNBa-
HUE SHTEPaJTbHOTO MUTAHUSI.

3. [IpoBeneHue TOATOCPOIHOTO TTAPEH-
TepaJIbHOTO M YaCTUIHOTO SHTEPATbHOTO
IMUTaHUST, KOHTPOJIb M KOPPEKIIMSI TTOKa-
3aTesieil romeocTasa.

4. [TpoBeaeHUE PEKOHCTPYKTHBHO-BOC-
CTAHOBUTEJIBHOTO XUPYPr1UUeCcKOro jeye-
HUS (TpU HEOOXOTUMOCTH).

5. [Ipu HeahHEKTUBHOCTHU BhIIIETIEPE-
YUCJICHHBIX METOIOB UJIN Pa3BUTHU TTeUe-
HOYHO HEIOCTAaTOUHOCTH PEIAIOT BOIIPOC
0 BO3MOXHOCTH, HEOOXOIMMOCTH U CPOKAX
MPOBEACHUS TPAHCIIJIAHTAIIUU KUIIKY [2].

Xupypruueckue MeTOAbl ACUEHUA

OCHOBHOM 1IEJIBIO XUPYPTrUIECKOTO
HETPAHCIUIAHTALIMOHHOTO JICUEH U SIBJISI-
eTcsl yBEeIMYEHME BPEMEHU KOHTAKTa MEXIY
MUTaTeIbHbIMU BELLIECTBAMU U CIU3UCTOM
000JI04KOI KUIIIEUHUKA, YTO TOCTUTACTCS
YBEJIMUYEHUEM €r0 AJTUHBI U 3aMeIJIEHUEM
TpaH3UTa ALY 110 HeMy [4].

MeTonsl XUpypruieckoro JeUeH U s
CKK MOXHO pa3ieiuTh Ha IBE OCHOB-
HBIE TPYTITBL: OTlepalluy, HATpaBJIeHHBIE
Ha 3aMeJlJIeHUe KUIIeYHOTO TPaH3UTa,
U OTIepallvy 10 YIJIMHEHU IO KUIIIeUHNKA.
B HacTosi1iee BpeMs Haubosee rupoKo
pacrpocTpaHeHBI ONepally 10 YIJIMHEe-
HUIO KMIIEYHUKA: METOJL MMPOAOJIbHOTO
KWIIEYHOTO YIJIUHEHHUS U CIUMBAHUS
(LILT) u cepuiiHasi monepeyHas 3HTepO-
nnactuka (STEP). OTu onepauuu namot
HaMJIydIIue pe3yabTathl [4].
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Wccnenosanue Bianchi BeisiBUIIO, UTO
Meton LILT nosBonster marmeHTam ¢ CKK
OTKa3aThCsI OT IMapEHTEPaAIbHOTO ITUTAHU S
1 obecrieunBaeT TOJITOCPOYHYIO BEIKMBA-
emMocTb. OHAKO 2TO Xe UcciieoBaH1e
MPOAEMOHCTPUPOBAJIO HauboJiee yacTbie
Mpo0JeMbl, BOSHUKAIOIIUE B OTIAJIEHHOM
MEpUOJIE: TUITOXJIOPEMU ST, METAOOIUYECK U I
alMI03, KUILEUHbIN 3aCTOM, TPUBOASIIUIA
K 3aI0opy UJIY 1Uapee ¢ BbIpakeHHbIM 0aK-
TepUuaJbHbIM POCTOM B KUIIIEUHUKE [4].

Jlpyrue aBTOpBI MOATBEPXKIAIOT, YTO
Meron LILT yMeHbll1aeT KMIIeUHbI 3aCTON
1 GaKTepraJIbHBIN POCT, a TAKKE YIydIaeT
KHMIIEYHYI0 aOCOPOIINI0, HO OH COMPSKEH
C PUCKOM OCJIOXKHEHM I, TAKUX KaK HEKPO3
OJIHOTO U3 00pa30BaHHBIX CETMEHTOB
KWIIKH, CITacYHAsI TOHKOKHIIIEYHAsT HEITPO-
XOOUMOCTS [5].

B 2003 r. Kum v coaBT. onucaau nHou
CIOCO0 YIIMHEHU ST KUILIEYHUKA — CepUii-
Hyl10 nioriepeuHyto sHTeponaactuky (STEP).
B Hacrosiee Bpemst meton STEP ctaHoBuT-
¢S IOMyJISIpHBIM BO BceM Mupe. OH mpoiie
B ucriojiHeHnu, yem metoxd LILT, a rakxxe
MOXET ObITh MIPUMEHEH MOBTOPHO MOCJIe
ajgarnTalyy v pacliipeHus KullleyHuka [5].

Ellle omHUM CITOCOO0M XUPYPrUYECKO-
ro neueHust CKK gBnsiercs TpaHcnjiaH-
Tauus KUIIEYHNWKa, KOTOpas MoKa3aHa B
TeX ciydasix, Korga MporHo3upyeTcs, YTo
KMIIeUHast HeAOCTaTOYHOCTh CTaHJapTHbI-
MU METOJaMU HEU3JIeYruMa, a poBeIeH e
IUTUTEJIHOTO MapeHTepaJbHOIO MUTAHUST
HEBO3MOXHO UJIM CBSI3AHO C pa3BUTHEM
OIMAaCHBIX JJI51 JKU3HU OCJIOXKHEHUIA [6].

OO0cyxaaeTcss BOIIPOC O KUIIEYHOM
TpaHCIUIaHTaluu. B cpenHeM omHoJeT-
HsIST BRIXKMBAeMOCTh MOCJIC TPAHCITJIaH-
TaluuU KHIIedHuKa cocraBiseT 80%.
TpaHcIutaHTalLIMs BCE €I COMTPOBOXKIACT-
¢S BBICOKOI 3a60JIeBAEMOCTBIO 1 CMEPTHO-
CTbIO, KPOME TOT0, MaIMEHTHI TTOCJIE TaHHOMN
ornepaumu J0JKHbI TOXU3HEHHO T0J1yYaTh
MMMYHOCYTIPECCUBHYIO Tepanuio [4].

AexapcTBeHHan Tepanuna
[IpenynpexneHue U KOppeKIMs BOIHO-
3JIEKTPOJUTHBIX U METAOOTMUYECKUX HAPY-
LIEHU I NyTeM aJieKBaTHOM MH(PY3MOHHOMI
Teparunu, a Takxe papMaKOKOppEeKII s
HapyIIeHU B CUCTEME TeMOCTa3a KOM-
MJIEKCHBIM BO3IEHCTBHEM Ha OCHOBHEIE
3JIEMEHTBI CUCTEMBI PETYJISIINK arperaTHO-
IO COCTOSTHUSI KPOBU SIBJISTIOTCSI HEOThEM-
JIEMOW YacThbIO KOMIIJIEKCHOTO JieueHusI [5].
CrangapTHas nmporpamma papMakoTe-
panuu namueHToB ¢ CKK BKI0YaeT Takxe
MPOTUBOAMApPENHbIE ITpenapaThl (Jione-
paMuaa ruApoxJopua, nudeHokcaaar,
aTpOIUH, KOAEWH, KamdapHas HacTolKa
WJIM TUHKTYpPa OMUsI) U aHTUCEKPETOPHbIE
cpencTsa (610katopbl H2-ructaMuHOBBIX
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peLenTOpPOB, MHTUOUTOPBI TPOTOHHOM
TTOMITBI, OKTPEOTH 1A alleTaT U KJIOHUINH).

JlomepaMu g 1 KOIEWH CBA3BIBAIOTCS
C OIMMOUIHBIMU PELeTITOPAaMHK U 3aMeIJIsI-
0T IMaccax COMEePKMMOTO TT0 KUIIIEUHUKY.
DTH mpernapaTbl MOTYT UCIIOJIb30BaThCS
KakK B paHHEM ITocJeonepalluoOHHOM
nepuoe, Tak ¥ B oaaepXKBaoleit asze
(4-16 Mr joniepamMuaa B aeHb) [7].

Pesek1iust TOHKOI KMIIKM YBEJIMYMBAET
YaCTOTY SI3BEHHBIX TTOPaKeH U XKeJTy104-
Ho-kuieyHoro TpakTa (KKT), moatomy
IUIST KOHTPOJIS CEKPEIIMU COSTHOM KMCIIO-
Thl M1 YMEHBIIECHW S BEIPAXKEHHOCTH CEKpe-
TOPHOU AMapey TPUMEHSIIOT 6JIOKATOPBI
H2-rmcTaMUHOBBIX PELIENITOPOB U MHTH-
OUTOPBI TPOTOHHOI MOMITEI. Bo3MOXXHO
HaszHavYeHUe aHTAIlUAHBIX ITpernapaToB
" cykpasbdara. KI1oHUIWH mogasisieT
CEeKPEINIO XKeJTyTOYHOTO COKa U 3aMe/I-
JISIET MOTOPUKY KUIIKH [5].

DepMeHTBI MOIKETYA0UHOM XeJle3bl,
MOCTyTampIle 3K30TeHHO, 00JIeryaloT
nepeBapuBaHUE CIOXHBIX MMUTATEIb-
HBIX BemecTB. Hampumep, maHnkpeatu-
yecKasl JIMIasa yJydllaeT BcachblBaHUE
XHMPOB MOCJIC Pe3eKIINU TOIIEH KUIITKH.
[MpoTuBOMUKPOOHBIE ITperapathl (Harpu-
Mep, METPOHUIA30J1, HUTTPOMIOKCALINH
U pudaMIUIIMH) TPUMEHSIIOTCS 15 ToJa-
BJIEHU I U30BITOUHOTO OAKTEPUATBHOTO
pocTa U JedyeHus kKeatyxu. [Ipodrnotuku
TaK>Ke MOTYT OKa3bIBaTh MOJIOKUTEITLHOE
BausHue npu CKK. OgHako, eciu rnmpu
Ha3HaYeHW U MaKCUMaJbHOM 103bl TPOOMO-
TUKOB B TeUEHUE 2 HeeIb BHIPa)KEHHOCTh
nuapeu He YMeHbIaeTcsl, JajJbHelIee
UX UCTIONIb30BaHUE BPsiA i OyneT 3 dek-
TUBHBIM [5].

Ecnm 66171 pe3einpoBaH OTHOCUTEILHO
KOPOTKHUI YUaCTOK MOAB3IOIIHON KUIIIKH,
napest, BeI3BaHHasT XKeTYHBIMUY KUCJIOTa-
MU, TTOIAETCS TePATTUU XOJIECTUPAMUHOM.
[pemaparsl, CBSI3bIBAIOIINE KeTIHbIE KHC-
JIOTBI, MOTYT OOJIETYUTD BBI3BAHHYIO MU
JMapero, OTHaKO CTeaTOPeiHY 10 Auapero
OHU YCUJIMBAIOT, MOCKOJIbKY YCYTYOJISIOT
JNeULIUT XKETUYHBIX KUCIIOT. XOJIEeCTUPAMUH
MOXHO HUCIOJIb30BaTh AJ1s1 nuddepeHIn-
AJIbHOIM TMAarHOCTUKU IUapPEU, BHI3BAHHOMN
JKETYHBIMM KUCJ0TaMU WU cTeaTopeeii [1].

B 3apy0eskHBIX UCCIeTOBAHUSIX AJISI
Teparnmuy CUHIPOMa IPUMEHSIETCSI COMa-
TOTPONUH, KOTOPBIN SIBJISIETCS PEKOM-
OMHAHTHBIM TOPMOHOM POCTA YeJIOBeKa,
0Ka3bIBaeT 3HAUUTETbHOE aHAOOTNYECKOe
U aHTUKaradboaudeckoe aerictrue [7].

CoMaTocTaTUH ITPOJIOHTUPOBAHHOTO
NIEHUCTBUSI U €r0 aHAJIOTU (OKTPEOTHT) MOTYT
YBEJMWYUThH BCAaChlBAaHUE BOIbI, HATPU S
U TocTyTIeHUe aHepruu. Kpome Toro, oHn
VIUIMHSIIOT BpeMsI raccaka 1o KMILIKe U CHU-
JKaroT BhIpaXkeHHOCTh auapen. [1pu cekpe-

TOPHOU Trapee U OOJBIINX TTOTEPSIX XK I~
KOCTHY OKTPEOTHUI MOXET Ha3HAYaThCSI KaK
MPOTUBOIMAPEHHBIN TTpenapart. JlnTenbHoe
HCTIOJIb30BaHUE OKTPEOTH 1A YBETUINBACT
PVCK Taxu(UIaKCuu, TO3TOMY ero Ha3Ha-
YaroT TOJILKO B (ha3y ajanrauuu [2].
[Mocnennue 20 1eT akTUBHO pa3BU-
BaJjach Mjesi O TOPMOHAJbHOM JICUEHU U
CKK, HanpaBjieHHOM Ha peabuJIuTaL U0
M ananTanuio kumeyHuka. C HegaBHe-
ro BpEMEHHU YCTAaHOBJIEHO, YTO aHAJIOTH
raokaroHononooHsix mentuaoB (ITIIT)
CITOCOOHBI CTUMYJIUPOBATH MPOIECCHI
abcopOuuu, npoaudepalnio STUTEINS
KUIIEYHBIX KPUTIT, YMEHBIIATH aIlOTITO3
SIUTETNATBHBIX KJIETOK, a TAKXKe YCUIIU-
BaTh aCCUMUJISILINIO HYTPUEHTOB U, TAKUM
00pa3om, CrocoO0CcTBOBATH KOMITEHCALIU U
KUIIEYHON HeTOCTaTOUYHOCTH [5].
Tax, r1I0KaroHOIMOMOOHBIH TIETTTHL TUTIA
2 (I'TII-2) — »TO ecTeCTBEHHbIII TOPMOH
XKKT, kotopslii cekpetupyetcst L-kneTkamu
MOAB3IOIIHON 1 TOJICTOM KMIIOK B OTBET Ha
NPUCYTCTBUE HEaOCOPOMPOBAHHBIX ITHUTA-
tenbHbIX BemecTB. ['TIT-2 cmocoGeTByeT
MPOJIOHTAIIMY KOHTAaKTa IMUIIEBOro Cy0-
cTpara co CIIM3UCTON KUIIEUHUKA U YIIyd-
IIEHWIO eTO BCcachlBaTebHOM (PyHKIINU
MyTeM CTUMYJHUPYIOLIETO BO3ACUCTBU S
Ha 9HTEPOIHIOKPUHHBIE KJIETKHU, Cy0IITH-
TeJInajabHble MUO(MUOPOOIACTHI, SHTEPATb-
HbIe HEHPOHBI ITOACTU3UCTOTO U MBITLIETHO-
KUIIeYHoro crijieteHuit [7]. B opranusme
ecrectBeHHbIN ['TITI-2 OBICTPO TEpsIET CBOIO
aKTHBHOCTbH B pe3yJbTaTe pas3pyllieHU s
nyTeM BO3IeCTBUS (hepMeHTa TUTMEeTTU-
nui-nenTtuaassl tuna 4 (JAI111-4) [1].
Tenyrnytun — nepBblii IEKAPCTBEHHbIIA
Tperapar, 3aperucTpUPOBaHHBIN 115 Jieue-
Husg CKK, aBasieTcss peKOMOMHAHTHBIM
aHaJyiorom yenoBeueckoro I'TII-2, ycToii-
quBbIM K neiictButo [II1I1-4. [Mpemapar
onobpeH B EBponeiickom Coroze u CLIA
B 2012 1., 3apeructpupoBat B PD 24.06.2021
r. 115t Tepanuu nanueHToB ¢ CKK B Bo3pac-
Te oT 1 rona u ctapiue. [IlpumeHeHue Teny-
M1yTH/1a MO3BOJSIET YMEHbIIUTh 3aBUCH-
moctb nanueHToB ¢ CKK ot mapeHTepaib-
HOTO MUTAHUS, YBEJIUUUTh SHTEPAJIbHYIO
Harpy3Ky U COKpaTUTh 00beM U JTUTEIb-
HOCTb BBEIICHUSI CMECEN TSI TapeHTepaib-
HOTO MUTaHUS U WH(GY3MOHHOMU Tepanuu [2].
B uccnenosanuu L. K. Schwartz u coaBT.
(2016) oueHnnBaauch 6€30MaCHOCTD U
3(pHEeKTUBHOCTD TEAYTIYTUIA ITPU ITH-
TeJIbHOM NTPUMEHEeHUU: 88 MallueHTOB
rostyvau exenHeBHo 0,05 MT/KT Teqyriy-
TUJA TIOIKOXHO B TeueHue 24 mecsues [3].
[IpumeHeHue TeayriyTUuaa NpuBeIo
K CHUXKEHU 10 00beMOB MapeHTePaJIbHOTO
MUTAHUS Y TalMeHTOB (TabJ1.) MpU COXpaHe-
HUU HYTPUTUBHOIO CTaTyca U TUApaTalluu,
CpeHMIA BeC M MHIEKC MAaCChl TeJIa B LIEJIOM
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Tabauua

CHueHue o6bema MM Ha poHe Tepanuu npenapaTtom TeAyrayTua (0,05 Mmr/kr/cyT) n/k B TeueHue 24 mec [3] / Parenteral support
volume reductions [3]

Bce nauueHTsbl (n = 88) 3aBepuuBlIMe rneueHue (n = 65)

TEA/TEA* (n=37) | NBO/TEA* (n=39) | HA/TEA® (n=12) | TEA/TEA (n=30) | NBO/TEA (n =29) | HA/TEA (n = 6)
UcxoaHas notpebHocTb 12,3 11,4 14,2 12,4 10,4 12,8
B I, A/HeA
KAMHUYECKUit oTBET 33(89) 18 (46) 6 (50) 28 (93) 16 (55) 4 (67)
(cHWxeHwue MM = 20%),
n (%)
CpeaHee CHUxXeHue 6,8 (4,9) 2,9 (3,9) 3,3(3,7) 7,6 (4,9) 3,1(3,9) 4,0(2,9)
o6bema MMM no cpaBHEHMHO
C WCXOAHBIM YPOBHEM,
A/Hep (CTaHAapTHOE
OTKAOHEHWE)
CHWXeHWe B npoLeHTax 59 25 19 28 39
Mpumeyuarue. * TEA/TEA — naumeHTb IPOAOAXEHHOM Tepanuu (MoAydam Teayraytua 12 mecaues, a 3atem elue 24 mecaua); 60/ TEA — naumeHTsl,
HayuaBLLUMe AeyeHUe Mocae NpumeHeHus naauebo; HA/TEA — BHOBb HabpaHHbIe NauneHTbl (A0 24-MeCAYHOro MCCAEAOBAHUS TEAYIAYTUA M naaLebo
He roAy4am).

0OCTaBaJIMCh [IOCTOSIHHBIMM, a TTOKa3aTeIN
(GYHKIMHU TTIOYEK U YPOBHS JEKTPOIU-
TOB — CTaOUIbHBIMU. Cpeau NalueHTOB,
HE OTBEYaBIIUX Ha JIeUeHUe Ha IIEPBOM
aramne (nepsble 12 MecsueB), 89% mocTur-
JIY OTBETA IIPU MPOIOJIKEHHOM Teparnu
(mocnenytomtue 24 mecsiiia). OTMe4YeHO, UYTO
Y BCEX 3TUX MEIJIEHHBIX OTBETYNKOB NMeJIa
MECTO COXpaHHasl TOJICTast KUIITKa, a JUTMHA
ToHKOI coctaBisiyia oT 30 1o 120 cm. Kpome
TOro, 13 marMeHToB TOCTUIIIM MTOJTHOM SHTe-
paJbHOW aBTOHOMUU U HE3aBUCUMOCTH
ot napeHtepaibHoro nutanus (ITIT) [3].

Taxkum o6pasom, y nanueHToB ¢ CKK
IJIATEIbHOE JeYeHUEe TeAY Iy TUIOM IIPH-
BOIUT K YCTOMYMBOMY, IIPOIOJIKAIOIIEMY-
cs1 cukenuio [1I1. O6iiee cocrosiHue 300-
POBbSI U ITUTAHUS COXPAHSIETCS, HECMOTPSI
Ha cHukenue ITIT [3].

CAyuail U3 peanbHOW KAHHHYECKOM
npaxTuku B Pecnybnauke
BbawkopTocTaH

IMaumentka A., 2002 rona poxaeHusl,
Habmomaercs ¢ 2011 r. ¢ guarHozom: «JIpyrue
HapyleHus KuieyHoro BcacbiBaHus: CKK,
yABTPAKOPOTKUI BapuaHT (35 cM mocJe
PEKOHCTPYKLMY KUIIEYHUKA) TIPU HATUIU U
ToJIcTOM KMIIKU. COCTOSIHUE [TOCIE HEOTHO-
KPaTHBIX OIepaLiii, B TOM YKCJIE ayTOJIO-
TUYHBIX PEKOHCTPYKLIMI KUIIEIHUKA».

OCJIOXHEHUS: CHHAPOM MaJibabcopo-
uuu, Manbaurectun. HyTputuBHast Heno-
ctatouHOCTh | crerrenu. [locnencTBus
HEOTHOKPAaTHOM YCTAHOBKY LIEHTPAJIb-
HOT'0 BEHO3HOTO KateTepa. [ mmoBuTamu-
Ho3 D. Cssazannbie ¢c CKK u ITIT/UT,
KaTeTep-acCOLMUpPOBaHble MHGMEKIINH,
D-nakTatanumo3, CMHIAPOM U30bLITOYHOI'O
b6axkTepuanbHoro pocta (CUBP), Tpom603.
WuBanumHoOCTh: 1-51 rpynna.

ConyTCTBYIOLIMI: CTEATOTeNnaTuT ¢
UCX0A0M B (pubpo3 nmeyeHu Mo umKase
METAVIR — F-2. XenunokameHHast
6one3nb (KKB). Xomeuncrakromus
B 2016 r. Iuddy3HBIA 0OCTEONMOPO3.
AHeMusl cMelIaHHOM aTuosoruu (By,-
neduuuTHas, xenezoneduuuTtHas) 1-i
cTerneHu. XpOHWYEeCKU A TaCTPOILYOICHUT
B CTaJU1 DHIOCKOMMNYECKOU peMUCCUU.
HocuTenb uMIIaHTUpOBaHHOM BEHO3HOM
nopt-cucteMbl CELSITE ST 205.

OnucbiBaeMbl il KIMHUYECKUI cTydyait
yHuKaJieH 15 Poccuu, Tak Kak naHHast
OoJibHas, MpoxuBawlilas B Peciyoianke
bamkopTocTaH, mpoiiia CI0XHBINA MYTh
ot pebenka ¢ CKK mo manmeHTKM B3poc-
JIOTO BO3pacTa U Temnepb HabiomaeTcs
y TJIaBHOTO TacTpoHTeposiora B Yoe.

B 9 et y Hee ciryuuniicst 3aBOPOT KUATIIOK
C HEKPO30M U TIOCJIeAYIOIIei OO PHOM
pe3exkuueit TOHKOM KUIIKY. B nanbHeimem
JIeBOYKa MepeHecia enie HeCKOJbKO ore-
pPaTUBHBIX BMEIIATEIbCTB, BKJIIOUAIOIIUX
pasaesieHue craek v yAJIUHSIIoL e MJa-
ctuku. K BeneHu 1o Noakaoyaiuch Beay-
e KJIMHUKY, TIe el moadupanu 1ueTy
Y mapeHTepaibHoe nutanue. Karerep nis
MPOBEIEHUS MapeHTePaTbHOTO MUTAHUST
B IOMAIITHEM peXuMe peOeHKY YyCTAaHOBUIU
TOJIBKO Yepe3 2 rofia ocie Pe3eKIInu.

Kaxk Buaum u3 hopMyInpoBKY IUarHO3a,
rromumo camoro CKK, y manimeHTKH chop-
MU POBAJICS TIOJTHBIIN OYKeT OCTIOKHEHU I
U COMYTCTBYIOUIMX COCTOSIHU I, CBI3aHHBIX
Kak ¢ camum CKK, Tak u ¢ mociencTBusi-
MM €ero jiedeHu s (3To Majbabcopouus,
TUTMOBUTAMUHO3BI, KATETEP-aCCOLUUPO-
BaHHBbIEe MH(MEKIIUU, TPOMOOTHYECKIE
COCTOSIHMSI, (hUOPO3 TIEYEHU, OCTEOIIOPO3,
D-nakraranumos, aHeMusi, TopaxeHue
JKeJTy/IKa v LIEHTPaJbHOI HEPBHOM CUCTEMBI).
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PebGeHok, a Tenepb yke B3pociiast MOJIo-
nmasi AeByIlIKa, mojydas mopsaka 16 i
MapeHTepaJIbHOTO MUTAHUS U UHDY3MOH-
HOI1 Tepaliuu B HeIeJIIo 10 18 yacoB exe-
nHeBHO. [ToMMMO TPEXKOMITOHEHTHBIX
cMmeceil TpuHUMaJia BATAMUHHBIC TTpe-
rmapaThl © MUKPO3JIEMEHTHBIE CPEICTBA,
HapsIIy C TUETUIECKUMU OTPAaHUUEHUSIMU
U SHTEPaJbHON MO PKKOIA.

Kpome Toro, neBouke HEOOXOIMMO ITPH-
HHUMAaTh PsiJT IperapaToB, HalpaBjieH-
HBIX Ha Koppek1uio ocyoxHeHuit CKK
U TapeHTepaJbHOTO MUTAHUSI, HATIPU-
Mep, OT XPOHMYECKOTO raCTpOAYyOIeHUTa,
ocTeonopo3sa, pudposa neyeHu, mopaxe-
HU S MTOYEK, aCTEHUH, a TaKXKe C 1eJIbIO
koppekuuu CHUBP.

B 2018 1. henepanbHBIN KOHCUIUYM
MPUHSI pellicHUe 0 Ha3HAUYCHU U eif TIpe-
rapara TeIyTJyTUIl, He 3aperucTpUpOBaH-
HOTO ellle Ha Tepputopum PO,

JAuHaMKKa KJIMHUYECKUX MoKa3aTeei
ManueHTKH, IpeIcTaBJIeHHAs Ha pUC.,
CBUIIETEJbCTBYET 00 yJIyUlIEHU U TIPO-
LIeCCOB alarnTaluy ocTaToyHoro dpar-
MEHTa KMIIeYHKKa MocJje cTapTa Tepanuu
TenyraytuaoM. [lauueHTka 3a 5 net npu-
0aBMJIa B Macce 8 KT (Macca Tejla yBeJIudu-
nack ¢ 40 1o 48 KT), YTO CBUIETEIbCTBYET
00 yIy4IeHn | ee TpPOohOJIOrMIecKOro cTa-
Tyca. 3aOMKCUPOBAHO CHUKCHUE YACTOTHI
nedexanuii (c 10 mo 2 B CyTKH) U yMEHBIIIe-
Hue oobema ctyia (¢ 3500 mu go 1800 mu
B cyTKM). OTMEUYeHO CHUXKEeHNE 3aBUCH -
MOCTH OT ITapeHTEePaJTbHOI'O MUTAHU ST
(yMeHbIlIeHUuEe 00beMa eXeHeaeJIbHO
BBOJMMBIX MUTATEIbHBIX cMeceil Ha 41%
OT UCXOJTHOTO, & TAaKK€ KPaTHOCTU U IJTU-
TEJbHOCTH BBEeEHUsI € 7 10 5 THei B Hele-
10, ¢ 18 1o 12 yacoB B cyTku). Kpome Toro,
JIeBYIIIKA OTMETHJIA XOPOIIYIO MepeHOCH -
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Ao Hauana Tepanun B Yepes 4 ropa

YacrtoTta cTyna B A€Hb

15
10
10
5 2
[ |

Ao Hauyana Tepanuun

Puc. AMHaMHUKa macchbl Tena, 06beMOB NapeHTepaAbHOro NUTaHUA/UHGOY3UOHHOM
Tepanuu (MMN/UT), ero HeAeAbHOM KPaTHOCTH, a TaK)Xe YacTOTbl CTYAA Y NALUEHTKHU

Ha ¢OHe NPoBOAUMOI Tepanuu [cocTaBaeHO aBTOpoM] / Dynamics of body weight,
volumes of parenteral nutrition/infusion therapy, its weekly multiplicity, as well as stool
frequency in the patient during therapy [compiled by the author]

MOCTB JIEUEHU S U CYIIECTBEHHOE YTy dIlle-
HUE CaMOYyBCTBUSI.

3a BpeMms Teparnuu y IeBy KW HACTY-
TTUJIO TIOJIOBOE CO3peBaHme, 2 rojia Ha3as,
B CTaOMJIBHOM COCTOSIHMY OHAa MepeBeeHa
13 CUCTEMBI ITeIMaTPUYECKOM TTOMOIIH IO
HaOII0IeHUE CITeLMAJIMCTOB B3POCIOro
3BEHA.

3aknoueHue

KoMmneKCHBI MYJABTUIMCIIUIIIIN -
HapHBIM MTOAXOM, a TAKXE pallMOHAIb-
Hag TaKTuka BeaeHus 6ogbHbIX ¢ CKK
CITOCOOHBI B 3HAYUTEIBHOM CTEMEHU
YAYYIIUTH KaYeCTBO XU3HU TMallMCH-
TOB, CTpaJaOIINX 3TUM 3a00JIeBAHUEM.
HccnenoBaHMSIMU IOKa3aHO U B KJIUHU-
YeCKOM IMpaKTUKE TMTOATBEPXKIACHO BIM -
HUE TeNYTJIyTUIa — aHaJora yejoBeye-
ckoro I'TIT-2 — Ha 0O6beM noTpebIeHU T
MapeHTepaJbHOIO MUTAHU S, BbIpaxkaro-
11Ieecs ero CyIeCTBEHHBIM CHUKEHUEM
U YMEHbIIIEHUEeM BpeMeHU NHQY3Uii, YTO
MO3BOJISIET B psiAe CJIydyaeB JOCTUTATh
SHTEepaJIbHOI aBTOHOMUM. BoIbIMHCTBO
MMOOOYHBIX IBJICHUI, CBSI3aHHBIX C Tepa-
MU TeXYTIIYTUIOM, ObIJIN JICTKOU MJIN
CpeIHE CTEeTeHU TSIXKeCTU, He Tpebo-
BaJIV MMpeKpallecHU ITpuemMa Ipenapara
U NIPOSIBJISIINCH Yallle BCero abaoMu-
HaJbHBIMU OOJISIMHU, KOTOPBIE, KaK Tpa-
BUJIO, KJIIMHUYecKU oxkuaaembl mpu CKK
Y TIOJIIAI0TCSI CUMIITOMATUYECKOMY Jieue-
Huto. Takum 06pa3oM, MHOTOYUCIEHHbIE
HCCIeI0BaHMS U peasibHasl KIMHUYeCcKast
MpaKTHKa, B TOM YKCJIe Ha ITpUMeEpPe Talu-
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eHTKU u3 Pecniyosuku bamkoproctaH
¢ yrprpakopoTkuM BapuanTom CKK, mpu-
Humatomieit I1I1 B reuenue 13 jet, mom-
TBEPX 20T 3(pHEeKTUBHOCTD TEAYTIIYTUIA
B nevennu naurentos ¢ CKK. [l
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