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PE3IOME. V nanueHToB, NepeHecnX O0IUpPHbIE Pe3eKINH KUIIEYHHKA, pa3BUBACTCSA CHHAPOM
kopotkoit kumku (CKK), mposBisromuiicss nrapeeii, HU3KOW YCBOSIEMOCTBIO MHKPO- B MaKpodJie-
MEHTOB, MOTEPEH KUIKOCTH M JIEKTPOIUTOB, U3MECHEHUEM MUKPOOHOTHI KUIIeYHUKa. JleueHue
ManUMCHTOB B TAKUX COCTOAHUAX KOHCCPBATUBHO IPOBOAUTCA, B IICPBYIO O4YEPC/ib, C IOMOLILIO HUC-
IMOJIb30BAaHM A MAPCHTCPAJILHOI'O MM TaHUS, @ TAKIKE IYTEM IIPUMCHCHU A JICKAPCTBCHHBIX MpEIiapa-
TOB, YMEHBIIAOIINX NEPUCTAIBTUKY (JIOTIepaMul, KOJEHH), CPEICTB, YIYUIIAONNX IMYIbTaIHI0
JKHUPOB (YPCOAE30KCUXOJIeBasi KMCIO0Ta), aHTUOAKTEPHANIBHBIX MPENapaToB, HAPABICHHBIX HA YT-
HETEeHHE MaTOreHHOMN 6I/IOTI)I KHIICYHUKa (KJ'II/IHIlaMI/IIII/IH, BaHKOMHWIIMH, HCOMUIIUH, KaHaMI/IHI/IH),
a Tak)ke BUTAMHUHOB. [ 71aBHOM HpO6JIeMOI>'I JaHHOT'O JICYHCHUSA ABJISACTCA BBIPAKECHHOC CHUIKCHUC
KadecTBa JKU3HM MallHeHTa ¥ HEOOXOIUMOCTh ero 0053aTeIbHOr0 MpeObIBaHUS B CTAI[MOHAPHOM
OTJIEeNICHUH OOBHHUIIBI TSI TPOBEICHHUS MPoIiey pbl naperTepaibHoro nutanus (I111). Copemen-
HBIC METOAUKH JICUHCHUA HAIIPABJICHBI HA YCTPAHCHUC ILaHHOﬁ HpO6HeMI)I " CBA3AaHbI C YBCJINYEC-
HHEM CIIOCOOHOCTH KHUIIEYHHKA K YCBOCHHIO IMHUIIH. TaK, KHMIIEYHUK CAMOCTOSATEILHO CIIOCOOEH
aJlanTUPOBATHCA K YBEJIIMUEHHON HAT'PY3Ke B TeUeHue 2 JieT Oyiarofapsi ropMOHaM, CHHTE3UPYEMBIM
B L-kneTkax kumieyHuka. Vcrnonb30BaHUE aHAIOTOB JaHHBIX TOPMOHOB YCKOPSIET TIpoIiecc peadu-
JIUTAIMH, TIO3BOJISICT YMEHbIIUTHL 00beM [1I1 1n00 0TKa3aThCs OT HEro, U, KaK UTOT, CYIIIECTBEHHO
IIOBBICUTH KAaYC€CTBO XHU3HU ITaITHCHTA. B craTbe IIpeaAcTaBJICH O630p COBPEMCHHBIX TeHIIeHI_[I/Iﬁ B
(dhopMHPOBAHUH TOIX0Ja K METOJaM JICUCHHS TAIIHEHTOB ¢ CHHApPOMOM KopoTkoi kumku (CKK),
B TOM YHUCJIC PACCMOTPEHBI KIIMHUYECKUN CIydal malueHTa JETCKOro BO3pacTa, COCTOSIIHUX IO
Ha6.]'IIOIlCHI/ICM CliecaJIuCcTOB B CUCTEME naajJIuaTUBHOM MCILHHHHCKOIZ IIOMOIIIN ACTAM Tromen-
ckoif obmactu. Ilocne ananuza my6nukanuii u oueHku onbita padots! ¢ netbMu ¢ CKK B Tromen-
CKOM 00JaCTH YCTaHOBJIEHO, YTO aHAJOT TokaroHonogoonoro nentuaa 2 (I'TII-2) — Temyrmy-
TH]Il — J]aeT BO3MOXXHOCTh CHH3UTh 00BEM MapEHTEPAIBHOTO MTUTAHUS, BpeMs MH(Y3UH, a TaKKe
ILOGI/ITI)CH IMMOJIHOTO NIepexoaa Ha SHTEPAJIbHYIO aBTOHOMUIO. MCTOIL JICUCHUSA TCAYTIIYTUAOM HaU-
OoJee mepCIeKTUBEH 151 OOTBHBIX JAHHOW KaTeTOPUH, TaK KaK CHUXKAET pUCKH, cBs3aHHbIe ¢ [111,
K KOTOPBIM, ITPEX/I€ BCEr0, OTHOCATCS KaTeTep-aCCONMUPOBAHHBIE NH(DEKITUU  TPOMOOTHIECKHE
OCIIOKHEHU S, ¥ YITyUIlIaeT He TOJIbKO KaueCTBO, HO U IIPOTHO3 AaJIbHEHIIICH KU3HH.

KJHKOYEBBIE CJIOBA: cuHapoM KOPOTKOM KMILIKH; KUIIEYHAS! HEIOCTATOUHOCTD; a/1aliTallusl
KHUILIEYHUKA; MAPEHTEPATbHOEC MUTAHUE; TSAYTAYTH.
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ABSTRACT. Patients who have undergone extensive intestinal resections develop short bowel
syndrome (SBS), manifested by diarrhea, low digestibility of micro- and macroelements, loss
of fluid and electrolytes, and changes in intestinal mycobiota. Treatment of patients in such
conditions is conservatively carried out, primarily through the use of parenteral nutrition, as
well as through the use of medications that reduce peristalsis (loperamide, codeine), means
that improve fat emulsification (ursodeoxycholic acid), antibacterial drugs aimed at inhibi-
ting pathogenic intestinal biota (clindamycin, vancomycin, neomycin, kanamycin), as well as
vitamins. The main problem of this treatment is a marked decrease in the quality of life of the
patient and the need for 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 accele-
rates the rehabilitation process, allows you to reduce the volume of PN or abandon it, and, as a
result, significantly improve the quality of life of the patient. The article presents an overview
of current trends in the formation of an approach to the treatment of patients with short bowel
syndrome (CCM), including examples of children’s patients who are under the supervision of
specialists in the system of palliative care for children of the Tyumen region. After analyzing
publications and evaluating the experience of working with children with CCM in the Tyu-
men 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. The method of treatment with teduglutide is the
most promising for patients of this category, as it reduces the risks associated with PP, which
primarily include catheter-associated infections and thrombotic complications, and improves
not only the quality, but also the prognosis of later life.

KEY WORDS: short bowel syndrome; intestinal failure; intestinal adaptation; parenteral
nutrition; teduglutide.

BBENEHUE

Kak npaBuio, K pa3BUTHIO KUILIEYHON HEJOCTA-
TOYHOCTH MPEXOISILEro WIM IOCTOSHHOIO THIA
IIPUBOAAT OOLIMPHbIE PE3EKLUM KHUIIEYHUKA, KO-
TOPBIE ONPEAEIIAIOT IJTUHY OCTATOYHOU KYJIBTH KH-
[ICYHUKA, e¢ (YHKIIMOHAIIBHBIA Pe3epB U YPOBEHb
pe3ekuuu. B 3aBCUMOCTH OT 3THX (HaKTOPOB TPH-
HSITO BBIOMPATh MUTATEIILHYIO PEaOINTALMOHHYTO
nporpamMmy (B TOM YHCIE MPOJOJDKUTEIBHOCTh U
BO3MO)KHOCTB MPEKPAIIECHUS] TApEHTEPATBHOTO TH-
TaHUsl, BpeMs [lepexo/ia Ha CMEIIAHHYIO MM ecTe-

CTBEHHYIO aJIMMEHTAaIUI0). MexXxaHu3M HyTPHUTHUB-
HBIX PAaCCTPOWCTB B TOCIIECONEPAMOHHOM IIE€PHO-
JIe YCIIOXKHSETCS JAONONHUTENHHBIMEA (PaKTOPaMU:
npeoOnaganieM KaTabolm3Ma BCIICICTBHE CTpeEC-
COBOM peaKIIuy Ha OTIEPaITHio, U3MEHEHHEM TT0CIIe-
JIOBATEIbHOCTH 00pabOTKM THIIEBBIX CyOCTPaToOB
C OAHOBPEMCHHLIM HApYUICHUEM HMX BCACbIBAHUS,
YCUJICHHBIM PAcXo/ioM Oellka M SHepruu Ha (oHe
BOCIIJIMTENBLHOTO Tpotuecca u np. [Ipu 3Tom BO3-
MOYKEH PEIH/IMB 3a00JICBaHNS B OIKANIIIEM TIePH-
ozie mocie onepanuu. V30bTouHas macca tena (y
MalMeHTOB C JIAHHBIM 3a00J€BaHUEM OHA BCTpe-
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yaeTcss B 1/3 ciydaeB) MOXET HMPHUBECTH K He-
BEpPHOI OIIEHKE MMILEBOr0 cTaryca M Hepamuo-
HaJbHO BBIOpAHHOW MpOrpaMMe KOPPEKIUU Ha-
pyuieHuit nutanus [1].

Cunapom kopotkoit kumkn (CKK) — 3aboie-
BaHMe, 0OYCIIOBJICHHOE PE3eKIel MM BPOXKICH-
HBIM YMEHBIIEHHEM JUIMHBI KHIIeYHHKa (Kak
MIPaBUIIO, ACCOIIMUPOBAHHBIM C COCTOSIHUEM HEJ0-
nomenHoctn). CKK xapaxrepusyercst ocTpoit mo-
Tepel 3HAYUTEIBHON BCACHIBATEIBHON MOBEPXHO-
CTH KHIIEYHUKA, pa3BUTHEM HEAO0CTaTOYHOCTU KHU-
LIEYHOTO MHIIEBAPEHUS U BCACBIBAHUSI, OT/IEJIbHbIE
MPOSIBIICHHSI KOTOPBIX MOTYT HaONIONaThCsl YyiKe
ripu pesekiuu 1 M Torko# kumiku (TK). [{mmaa TK
Y B3pOCIIBIX BapbupyeT oT 3 10 8 M. YHUKaJIbHAast
apXUTEKTOHHUKa cm3ucToi obomoukn (CO), obec-
reduBaeMasi ckiaakamMu KepkpwHra u BOpCHHKA-
MH, yBEJMYUBAET ee moBepxHocTh B 600—1200 pas.
bnaronaps MUKpOBOpCHHKaM HTepaibHas (JIFOMU-
HanbpHas) noBepxHocTh TK yBenuuuBaercs eie B
20-40 pa3. B pesynbrare miomiaas MOBEPXHOCTH,
MIpeHa3HAYeHHOM JJIs1 BCAChIBaHMsI, MOXKET JOCTH-
ratb 600 m”. Pacnpocrpanennocts CKK 3aBucut
OT €r0 KPUTEPUEB U BO MHOTOM HaIpsIMyIO CBSI3a-
Ha ¢ pacnpoctpaneHHocTbio gqomaiusero [I1. ITo-
CIJIe/THUE MEXTyHapOIHbIE pEKOMEHIAINH OTpesie-
nstror CKK kak pesynasrar oOmmpHON Xupypride-
CKOM pe3eKIINH, TI0CIe KOTOPOU OCTaBIIasCS IJTMHA
TK cocraBnsier menee 200 cm. Mcxons u3 atnx
kputepueB, CKK otHocuTcst k peakum ¢dopmam
MaTOJIOTHH C PACIPOCTPAHEHHOCThIO 1,4 marmenTa
Ha 100 000 mpoonepupoBanHbIX. OcoOyI0 rpymiry
cocrassitoT Jroau ¢ anuHo TK, coorBercTBytO-
1iell HIKHEH rpaHuIe HOPMBI, T. €. IPUOIN3UTEIb-
HO 300 cM. V TakuX MamyeHTOB Ja)Ke IOCHE DKO-
HOMHOW pPE3EKIIMU MOTYT TOSBUTHCS HapYIICHUS
ee MUIIeBapUTEeIbHO-TPAaHCIOPTHON (yHKIHH [1].

Paznmuuaror Tpu Trma CKK:

* 1-if — mocie pe3eKIuN IOAB3IOITHON
KHIIKH C yAaJIeHHEeM WICOLEKaTIbHOTO KiIa-
naHa u GOpMHPOBaHUEM CIOHO-KOJIOHOAHA-
CTOMO33;

* 2-if — ToCJie PE3EeKIUU TOIIEH/TIOIB3/I01II-
HOW KHIIKU ¢ ()OPMHPOBAHHUEM DHTEPO-IH-
TEPOAHACTOMO34;

* 3-if — mocye YaCTUYHOW PEe3eKIUU TOILEH
KHUIIKK C TIOJIHOM pe3eKIuel MO/ B3I0II-
HOH W TOJCTOW KHUIIKH ¢ (HOPMHUPOBAHUEM
€I0OHOCTOMBI.

NMeHHO COOTHOIIEHHWE BOIXHO-AIIEKTPOIIUT-
HOM aOcopOLMM W CEKpPELUU ONPEACNSIeT Ts-
xkecTh KinHH4Yeckoil kapruasl CKK. B ciyuae
npeobnananus abcopbuuu (1-it Tun CKK) op-
raHU3M MOKET yCBauBaTh MOHBI HATPHS, Kajus,
XJIOpa U BOJY B YCJIOBHUSIX OOBIYHOTO (IIEpOpalIb-
Horo) nutanus. JnuHa kynetn TK y HEX 00BIU-

HO Oosiee 100 cM, 1 00bEM KHILIEYHOTO COICPIKHU-
MOTO Yepe3 CIOHOCTOMY HE MPEBBIIIACT 2 KI/CYT.
[lapeHTepanbHOE BBEICHHUE YKUIKOCTU OOIBHBIM
¢ 1-m Tumom CKK TpelyeTcs nuimes npu AeKOM-
neHcamuu coctostHus [1].

OpnHoW M3 IPUYWH, BEAYIIHX K HEKPO3y TOH-
KOTO OT/[ela KHIIEYHWKA, SABISETCS CHHIPOM
Jlenma, KOTOpBIA OOBIYHO KIWHUYECKA MAaHH-
decTupyeT B TEUYCHHE IEPBOTO MeEcCsla MOCIHe
pokneHus. B HEKOTOPBIX ciydasx cuaapom Jlen-
Jla IPOSBIISIETCS B IEPUO]T TIOJIOBOTO CO3PEBAHUS.
B kauecTBe JAMArHOCTUKU MPHU MEPUOTUUCCKUX
0OMX B KUBOTE, CBI3aHHBIX MU HE CBI3aHHBIX
C PBOTOH, JETSIM TIOKa3aHO PEHTTEHOJIOTHYECKOE
MCCJIeIOBAaHUE HKEIMyIOYHO-KHIIIEIHOTO TPAKTa C
KOHTpacTUpoBaHueM [2].

[Ipn mpoBeneHNN OOIMMPHBIX BMEIIATEIHCTB
C y/laJeHHEeM TOHKHX OT/EIOB KHIIEYHHKA CyIIIe-
CTBCHHYIO pOJIb WIPaeT MpoOjeMa COXpaHCHUS
afreHnKca Kak OpraHa MMMYHHOW CHUCTEMbI, B
CBSI3U ¢ TIPO(PUITAKTUIESCKUM BMEIIATESILCTBOM JIJIS
HCKITFOUEHUS alleHANINTA B JaJIbHeneM [3].

XoTsl OCHOBHBIC MPUHIIMIIBI poIieRypsl Jlemn-
Jla HEe U3MCHUIITUCH U BKIIFOYAIOT JETOPCHIO 3aBO-
pora, anaresuonus3uc ke Jlenna u pacimmpenue
OpBDKEWKH, BOIIPOC O TOM, KaK 3TO JIOCTUTAETCS
M y KOTO, OCTaeTcs cropHbIM. Jlamapockonnye-
ckas nporenypa Jlenna csizana ¢ 6ojee KOpoT-
KUM CPOKOM NPeObIBaHUS B OOJIBHUIIE, HO TAK)KE
uMeeT 0oJiee BHICOKYIO YacTOTY PELUIUBOB 3a-
BOPOTA IO CPABHEHUIO C OTKPBHITBIM JOCTYIIOM,
YTO TaKXKe COCTABJSIET TPYNIy PUCKA IO YTpo-
3¢ MepeKpyTa MeTelb KUIIEYHUKA C Pa3BUTHUEM
HEKpO3a U Mocienyoueil HeoOX0AMMOCTBIO 00-
HIMPHON pe3ekunu [4].

V nauuentoB co 2-m tunoM CKK cexperus
BOJIBI M DIIEKTPOJIUTOB TpeolagaeT Haa abcopo-
nuei. Jnuaa kynety TK y HUX, Kak npaBuiio, Me-
Hee 100 cM, OHH TepsIOT Yepe3 cToMy 4—8 KT/CyT
COIEPKUMOTO, T. €. 3HAUUTEIHbHO OOJIbIIe, YeM
MOJIYy9aloT TEPOpaIbHO. DTH TMAIlUEHTHI HYXKIa-
IOTCSI B YACTUYHOM WJIA TIOJTHOM MapeHTEePaIb-
HoM nutanuu (IIIIIT) [1].

[Tporpamma peabuIUTAIIMK CTPOUTCS HA OCHO-
Be MOHUTOpHUHTra coctosHus nanueHToB ¢ CKK.
MOHUTOPHHT OCYIIECTBISIOT B CIIEAYIOIIEM I0-
psKe:

1. Onpenenenne CTENeHN JAETUAPATAIINN ITy-
TEeM U3MEpEeHHs KOJIMYeCcTBa HATpHUs B MOYe (KOH-
nenTpanust 0—5 MMOJIB/T TIpeATIoNiaraeT UCTOIIIe-
HUE 3aI1acoB HATPHs B OPTAaHU3ME).

2. Ompenienienne MarHus U APYTHX 3JIEKTPOIIU-
TOB B CyTOYHOM O00OBEME MOUHU C IEJIbI0 YTOYHE-
HUS CTETICHU Je(PUIIUTA DIICKTPOJIUTOB B TKAHSX.

3. KonTpomas quypesa. Y naiueHToB ¢ 00mup-
HOM pe3eKIrel KUIIEYHUKA OH JIOJDKEH OBITh HE
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MeHee 1 11, 4To sIBIseTCs MoKa3aTejaeM J0CTaTou-
HOT'O BOCHOJIHCHHUS KUJKOCTU B OpraHU3Me.

4. Ilpu craOunau3anuyd COCTOSIHHS KaXJIble
3 Mec HEOOXOAMMO KOHTPOJIUPOBATH TIeMaro-
JIOTUYECKHE TIoKa3aTeNH, Mmoka3arenu (pyHKIuu
MeYeHH, YPOBEHb KPEaTHHWHA, DJIEKTPOIUTOB U
anTs0yMHUHA B CBIBOPOTKE KPOBH, TIPU HECTAOMITB-
HOM COCTOSTHUM — OCYIIECTBIATH KOHTPOJIb HE
pexe 3 pa3 B HEJEINIO.

5. KoHTpOab ypOBHS MUKPOIJIEMEHTOB, BUTA-
MuHOB A, E, D, B;, 1 QonueBoil KUCIOTHI Kax-
nelie 12 mec.

6. OueHka MUHEPAIbHOM MIIOTHOCTH KOCTHOM
TKaHH C TIOMOIIBIO ICHCUTOMETPUH | pa3 B rof.

7. YcBoeHWEe HYTPUEHTOB OIIEHWBAIOT OajaH-
COBBIM METOIOM. B Teuenme 3 mHE# coOuparor
Y 3aMOPaXMBAIOT KaJl WU COAEPIKUMOE 3 CTO-
MBI, B KOTOPOM OMPEIEISIIOT KOJMIECTBO a30Ta U
JKUpPa C TIOMOIIBIO CIIENMAIBHOTO aHaM3aTopa.
[ToacunuThIBaIOT KOJIUYECTBO YIIIEBOAOB [1].

[Ipu ycBoenun menee 1,4 Kr/cyT (3KUIKOCTH)
u 84 % suepruu nomkHO ocyuectBusThes [T B
JoMaiHuX yciaoBusax. CTeneHb yCBOCHUS MUTA-
TEJIbHBIX BEIIECTB MOXKHO TAKXKE ONPEACIATh 110
KOHIICHTPAIIMH IUTPYILTNHA B CHIBOPOTKE KPOBHU.
Konnenrpanus nutpyminHa 20 MKMOJB/JI OpH-
€HTHUPOBOYHO SBISCTCI MUHUMAIBHOU, MPHU KO-
tTopoii He TpedyeTcs TIIIT [1].

IIpn mpoBexeHnn Je4eOHO-PEaOMITUTAIIMOH-
HbIX Meponpuatuil y narmentos ¢ CKK, B mepyro
odepenb, yCWINs HallpaBleHbl Ha oOecriedeHue
MOTpeOHOCTEH opraHu3Ma B BOAE, JJIEKTPOIUTAX
Y MUTATENbHBIX BEIIECTBAX U BKIIIOUAIOT JICUCHHE
XPOHUYECKOM Tuapeu U CUHAPOMA HAPYILIECHHOTO
BcachiBaHUA. J{JIs1 oTIpenieieHnst CTpaTeruu Jiede-
HUS Ba)XHO MOHUMATH JUTUTENFHOCTH TOCIIEOTe-
paIMoHHOTO TIepro/a, 00bEM U MECTO BBHITTOTHEH-
HOW pe3ekiuu. B panHuil mnocieonepaluoHHbIN
nepuoj JjedyeHue HayumHaercss ¢ nosHoro [T,
KOTOpO€ TOCTENEHHO 3aMEIIaeTCsl SHTEPaIbHBIM
MIPUEMOM HYTPUCHTOB B KOJUYECCTBE, TTO3BOJISIO-
meM o0ecrednTh CTaOWIbHYI0 T'eéMOJUHAMHUKY,
QNEKTPONUTHBIN, BUTAMUHHBINA, MHKPOIJIECMEHT-
HBIA 1 OEJNKOBBII cocTaB KpoBH. B panbHeiem,
10 MEpPE BOCCTAHOBJICHUS MPOLIECCOB BCACHIBAHUS
Y TIPY COXPAHEHHH Taccaka Mo KUIIEYHHKY, pe-
JKUM TIUTaHUS W TIPUEM KHUJIKOCTH CIeIyeT MpH-
OmIKaTh K €CTeCTBEHHOMY paiioHy. BaxHeIM B
opranmzanun JiedeHus: 0oapHBIX CKK sBmsercs
MMATAHUE €CTECTBEHHBIMU HYTPUEHTAMU, KOTOPBIC
3¢ (EKTUBHO CTUMYJIUPYIOT aIalTAllMOHHBIC ITPO-
neccesl. JlmmrensHocts nonHoro IIIT onpenens-
€TCsl TUIIOM KHUIIEYHOW HEMOCTaTouHOCTU. Ecnu
y OompHOro coxpaneHo Oomee 150 cM TOHKOMU
kuiky, To noiaoe I, kak mpasuio, He TpeOy-
ercs. [lpu nnuHe ocraBuielics TOHKON KUIIKU OT

50 go 150 cm manueHTy HeoOXOIUMO MPOBOJUTH
nonHoe IIIT mo Tex mop, moka He pa3oBBIOTCS
aJlanTalMoOHHble MeXaHu3Mbl. [Ipu KynbTe TOHKOI
KUIIKK MeHee 50 cM U COXpaHsIoUIeiicss KUIley-
HOW HEJOCTATOYHOCTH (HE3aBHCHMO OT HAIHYHS
00omouHON KHIIKK) Tpedyercs mmmrenbHOe [111
JUTSI TIOZIIEPKaHUsl MAacChl TeJla M afIeKBaTHOTO TI0-
CTYIUICHHS B OpPTaHM3M NHUTATENbHBIX BEIIECTB.
OTa cuTyalus BO3HUKAeT mpu OONbIINX 00beMax
pe3eKlnn, a TaKkkKe MPH HAIWYUHM €IOHOCTOMBI C
OTPE3KOM COXPAHUBIICHCA YacTWU TOIUEH KHIL-
ki MeHee 50 cM. B aToM ciyuae >KU3HEHHO He-
obxonumo obecrieunth OompHOMy III1 M perun-
parauuto. IlanueHrtaM ¢ €rOHOCTOMOM MPOBOAAT
peruapaTanio M30TOHUYECKUMH PacTBOPAMH C
KOHIIEHTpanuedl Hatpus okoiro 90 MMOJB/II, Tak
KaK KOHIIEHTpAIUs HaTpus B OTHCIAEMOM W3
€I0HOCTOMBI cocTaBisieT okoso 100 mmons/a. Co-
CTaB 3TUX PACTBOPOB BKJIIOYAECT HATPHUS XJIOPHIA
60 mmonb (3,5 r) Hatpus OukapOoHaTa (WM ILU-
Tpara) 30 MMonb (2,5 unu 2,9 T COOTBETCTBEHHO),
rtoko3bl 110 mmontb (20 1). AnbTepHaTUBHBIN CO-
ctaB: HaTpus xynopuaa 120 mmons (7 1), IIOKO3bI
44 mmonb (8 r). Bo3M0XXHO IpUMEHEHHE TOTOBBIX
pacTBOpOB ISl TIEpOpaIbHOMN peruaparauu (pe-
TUJIPOH, opaiut). B Ommkaiimme 6 Mecses mocie
oTiepariv peKOMEHTyeTCs MPUMEHATh HHTHOUTO-
PBI IPOTOHHOTO HACOCA JIJISl CHIDKEHUS JKEITyI04-
HOW THUNEPCEKpPEelN W TMPO(HUIAKTHKH 3PO3UB-
HO-SI3BEHHBIX MOPAXEHUH CIU3UCTONH OOOJOYKH
BEPXHHUX OTJIEJIOB JKEIyA0YHO-KHUIIEYHOTO TpaK-
Ta. IIpu coxpassroueMcs: 1uapeliHoM CUHAPOME
BO BTOpOW mepuoj 0ONe3HU cieayeT MPOBOIUTH
KOPPEKIHIO e(UINUTa BUTAMUHOB M SJIEKTPOJIHU-
TOB. MakcuManbHas SHEpreTHyeckas LEHHOCTh
MUIIA JOJDKHA cTpeMuThes K 6000 kkan/cyT, 4To
MOXET OBITH 00eCIIeueHo 3a CUET TPUTIIULIEPH/IOB
CO CpedHel U KOPOTKOW JJIMHOM LIeMH, ConepKa-
MIMXCSI B TOTOBBIX TMHTATENFHBIX CMECSIX IS JH-
TEpaJbHOTO MUTAHHUS U CIIOCOOHBIX BCACHIBATHCS
kak B TK, Tak u B TOJICTOM KHUIIIKE B JOCTAaTOYHOM
KOJIMYECTBE. YINICBOAHBINM KOMIIOHEHT JUETEI 10JI-
JKEH OBITh MPENICTAaBICH MPEUMYLIECTBEHHO IIO-
mucaxapuaamMu (Kpynamu: T'pEYHEBOW, OBCSHOM,
IIEPJIOBOM, MIIEHHOHU, KyKyPy3HOH, WX OBOILHBI-
MU 1mope). Koppeknust auapen 1 BocCTaHOBICHHUE
9y0HM03a KHUIIIEYHUKA OCYIIECTBIIICTCS MOCIIEH0-
BaTebHBIMU KypcaMy aHTHOaKTEepHabHBIX TIpe-
MapaToB U MPOOMOTHKOB C IIEIBIO:

a) ToAaBIIeHUS pocTa MUKpPOOHOM ¢utopsl B TK;

0) momaBiIeHHs OCTATOYHOH YCIOBHO-TIATO-
reHHo# (iopsl B TONCTOM KHIIKE (CTa(UIOKOK-
KOB, ApOKeil mpotes U T. A.) [1].

Cyast mo JuTepaTypHBIM JaHHBIM 00 aHTH-
OakTepuanbHON Tepanuu, MPeAoYTHTENbHO HC-
MOJIb30BaTh MpenapaTsl U3 TPYNIbl KUIIEYHBIX
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AQHTUCENTUKOB (MHTETPUKC, dpcedypui), MpH
OIpENIEICHHBIX TOKa3aHUAX CIEeTyeT MPUMEHSThH
U IIUPOKOCIEKTPAIbHYIO I'PyIIy (KO-TPUMOKCA-
3011, MeTpoHHIa301 U Ap.). llocne 3aBepuieHus
npueMa aHTHOAKTEpUaJbHBIX CPEICTB IpUMe-
HSIOT Npe- U NpOoONOTHYECKUE Mpenaparsl, CIo-
COOCTBYIOILIME BOCCTAHOBJICHUIO HOPMAaJIbHOM
KHIIEYHOW MUKPOMIIOpBI B TONCTOM Kumike. Jlu-
TETBHOCTH TE€panuu — OT 2 Henenb 10 1,5 mecs-
ueB. [Ipu penuauBax AuapeiiHOro CMHIpPOMA MO-
Ka3aHbl IIOBTOPHBIE KypPChI JIGUEHUs MIPO- U Tpe-
ouorukamu [5].

Orpomuoe BnusHue y nanueHtoB ¢ CKK nx
MATOJIOTHYECKOE COCTOSIHME OKa3blBaeT Ha CO-
CTaB MUKPOOMOTBI, KOTOPbII BBIPa’KEHHO OTIIHYA-
€TCsl OT COCTaBa MUKPOOUOTHI 340POBBIX JHOACH.
dexanpHas MHKPOOHOTa 340POBOTO UYEIOBEKA B
OCHOBHOM cocTouT u3 Firmicutes, Bacteroidetes
u Actinobacteria. Kenyno4HO-KUIIICUHBINA TPaKT
YeJoBeKa KOJOHM3MPOBAH OYEHb CIIOXKHBIM CO-
00IIIECTBOM MHUKpPOOPIaHM3MOB, B OCHOBHOM
COCTOSIIIUM M3 aHa’pOOHBIX OaKTepwii y B3pocC-
JBIX, W yamie Bcero Bcrpewatorcs Clostridium
septicum, Clostridium coccoides n Bacteroides-
prevotella. bbuio MpoBeeHO CpaBHEHHE COCTa-
Ba KHUIIEYHON MUKPOOMOTHI U META0O0IMUYECKUX
dhyakmuit y maruenToB ¢ CKK u 3mopoBBIX KOH-
TpoNbHBIX Tpynm. OOmee OakTepwaibHOE pas-
HooOpa3ue cHmxkaercsa y nanuentoB ¢ CKK, arto
3a4acTylO CBSI3aHO C HapyIlIeHHeM Oaphepa Mex-
Iy TOHKHUM M TOJCTBIM OTJAeJIaMU KUIIeYyHUKa (B
TOM YHCIIE IIPH ONEPATUBHOM yJaJIeHUU Oayru-
HUEBOW 3aCIIOHKH) M BBIPAXKEHHBIM Pa3BUTHEM
CHHJIpOMa M30BITOYHOrO OaKTepUanbHOTO POCTa
(CUBP). Cocras muxpobuotsl npu CKK nmeer
CYIIECTBEHHBIC OTIMYMS: NPEoOIasaloT JaKTO-
OammIuTBl, a KOJMYECTBO aHAdPOOHBIX OaKTepwHid
(C. leptum, C. coccoides n Bacteroides) cHIXeHO.

IIpu penunuBax auapelHOr0 CUHAPOMA IO-
Ka3aHbl TIOBTOPHbIE KypCHI JIGUEHUs Mpo- U Ipe-
OunotukaMu. BblpaskeHHBIH TUapeHBId CHHIPOM
CIy’)KUT TOKa3aHHEM K MpUeMy IpenaparoB, 3a-
MEIUIAIONIMX MOTOPHUKY KHIIEYHUKA (JOTIepaMu),
U CHHTETHYECKHX aHAJIOTOB coMarocTaruHa (OK-
tpeotun). [loMuMO TepednciIeHHOro, MOKa3aHbl
aicopOeHTHI, BSUKYIINE U OOBOJIAKMBAIOLIHNE TIpe-
napatsl (cMekTa, Oemas rmmHaA U ap.). llpm xomo-
IeHHOH Auapee NPUHATO HA3HA4YaTh IPETapaThl,
ancopOUpyromue KEeTIHbIe KHCIOTHI (XOJIEeCTH-
pamuH), a TaKke BUTaMUH B,,. Y oTnenbHBIX Ha-
LUCHTOB BO3HUKACT MOTPEOHOCTh B BO3MEIICHUH
neduiTa cejeHa, IMHKA, YCCEHIMAIBHBIX JKUP-
HBIX KUCIIOT, )KHPOPACTBOPUMBIX BUTAMUHOB A, E,
D u K. Ilpu crabunuzanuu COCTOSIHUSL OCYyLIECT-
BIISIIOTCS] ANHAMUYECKOE HAOJIIOICHNE, KOPPEKLIUS
JMapeitHOro CUHApOMa (IIpY €ro HaJIMYUH), yCcTpa-

HEHHE TMIIOBUTAMUHO30B, poduiIakTrka 00paso-
BaHMs KaMHEW B JKEITYHOM ITy3bIpe IMperaparaMmu
YPCOMIC30KCUXOICBOM KUCIIOTHI, & JUETa JOJIKHA
UCKITIOUaTh TMPOJYKTHI, Ooratbie OKcanaaTaMu, W
OBITH 00OTANEHHON KaJBITHEM IJIS ITPEIOTBpaIIe-
HUs 00pa30oBaHMs KaMHEH B TIOYKax [6].

OMbIT TIOMEHCKO OBMACTH

[Ton waGmromenunem cnernuanuctoB lLlenTpa
MaJUIMAaTUBHON MEIMIIMHCKOM IIOMOINHM JIETSIAM
(manmee — llentp) TromeHckoit oOnacTu B Ha-
crosiliee BpeMsl HaxoasTcs 9 nereil ¢ CUHIpO-
MOM KOPOTKOH KHIIKH. Bo3pacT manueHToB —
oT 3 MmecsaueB 10 12 ner. Yka3zaHHbIe NAllUEHTHI
MPU3HAHBI HYKIAIOIMUMHUCS B OKa3aHUU MaJliua-
TUBHOM MEIUIIMHCKOM MOMOIIM pEelIeHuEeM Bpa-
4eOHBIX KOMHCCUI MEIUIIMHCKUX OpPTaHU3aINH,
B KOTOPBIX OHU MTPOXOIUIIH JICUYCHUE WU HAOIIO-
JlaJTiCh, HA OCHOBAaHHMH IPOTHO3a 3a00JICBAHUS,
CTENEHU BBIPAXKECHHOCTH (PYHKIIMOHAJIbHBIX Ha-
pYLIEHUN CO CTOPOHBI JKETyJOYHO-KUIIEYHOTO
TpakTa, HaJlM4Yus TSDKEJION COMYTCTBYIOLICH ma-
TOJIOTUH M TATOCTHBIX CHMIITOMOB.

[Mocne ycranoBnenus nuarnoza CKK, B me-
puon rocnutamm3anuu B PIKB (Poccuiickyro
JMIETCKYI0 KIMHUYSCKYIO OOJIBHUITY), ACTH OBLIH
00ecTeYeHBI MTOCTOSHHBIM IIEHTPATLHBIM BEHO3-
HBIM JIOCTYIIOM ITyTE€M YCTAaHOBKH IOPT-CHCTE-
MBI, a TaKKe UM OBLIM TONOOpaHBl WHIUBUIY-
aJIbHBIE CXEMBI MAPEHTEPATLHOTO M JHTEPAJIb-
HOro muTanus. Y 5 ngereil ObUIO MPUMEHEHO
PEKOHCTPYKTUBHO-BOCCTAHOBUTEIIBHOE  XUPYP-
TUYEeCKoe JieueHue (MpoBelleHa MOCIe0BaTEb-
Has momepeuHas sHreporulactuka — STEP).
[IpenBapuTenbHO MaTepu BO BpPEMs TOCIUTAIH-
3aIu OBITH 00yYeHBI TEXHOJOTHH MPOBEICHUS
nnurensHoro IIIT, ocHOBO#M KOTOpOW sIBIsETCA
CTpOTOE COOITIOICHNE aCEIITUKH.

B namem IlenTpe peanuzoBaHa MEXIUCIHU-
MIMHApHas TakTuka BeneHnus marueHToB ¢ CKK
NP OKAa3aHUU NaJJIMAaTUBHON MEIUIIMHCKOW IO~
mouu (ITMIT).

B TroMmeHckoii 001aCcTH OTIIMYUTEILHON 0CO-
OCHHOCTBIO KOMILIEKCHOTO MOAX0Aa K OKA3aHUIO
namuatuBHod nomornn netsaM ¢ CKK sgsiasgercs
o0ecrieueHue UX CIeHaIn3uPOBAHHBIMH TTPOITYK-
tamu jedeonoro ruranus (CIJIIT), saTepanbHOTO
Y TIapEeHTEPabHOIO, a TAK)KE PAaCXOIHbIMH Mare-
puayiaMu, TpeTHa3HAYCHHBIMA U1 (DyHKITHOHU-
pOBaHMs TYHHEIMPOBAHHOTO Karterepa Broviak, B
MIOJTHOM 00BEME, COMTACHO MHAWBUIYATHHBIM Pe-
KOMEHIAIUSAM U TIOTPEOHOCTH, 32 CUCT €KETOAHBIX
PETHOHABHBIX CyOCHTUIA.

Peanuzarnus mporpammbl oOecrieueHus JeTei
MaJUTMaTHBHOTO NPO(WIA, B TOM 4YHCIE CTpaja-
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roumx CKK, craproBasuieit B peruone B 2020 r,
OCYUICCTBJISICTCS] B COOTBETCTBUU C MpuKazoMm Jle-
napTamMeHTa 3[paBOOXpaHeHHs TIOMEHCKOH 00-
mactu ot 09.09.2020 1. Ne 576 «O06 opraHuzamn
ooOecrieuenus gereii B TroMeHCKOH 00iacTH, IO-
JYYaromuX TaTHaTHBHYIO ITOMOIIb, CIICIHAIIH-
3MPOBAaHHBIMH TIPOAYKTAMHU JIeueOHOTO TMHTAaHWA,
pPacXOMHBIMH MaTepuaiaMi W W3IACTUSIMHU MCEIH-
[IMHCKOTO Ha3HAYCHUSD (C M3MEHEHUSIMU U JOTOI-
menusimu ot 2021 ). [llupoko npeacrasieH nepe-
yenb CIJIII, 3akymaembIx mjist oOecniedeHust qetei
¢ CKK B peruone, Kyna BOILIH CICAYIOIIUE Ipe-
napatsl: [lentamen [xyHnop cyxas cmech, Heo-
ket JxyHnop cyxas cmecb, CMO®xkabeBeH 1eH-
TpasibHblil, CMO®nunua, Buranunun H gerckas
smynecus, ConyBut H nnodumusar, Angamens H
10 M, AmunoBeH, CrepadynnuH, [moxkocTepm,
Macio JINKBUIIKEH.

Pe6enox ¢ CKK crapmie 1 roma mocie pexoH-
CTPYKTUBHO-BOCCTAHOBHUTEIILHOTO XUPYPIHIECKOTO
neueHus, Haxomsmuiics Ha IIII, cormacHo KiIWMHM-
YECKUM PEKOMCHJIAIIMSM, SIBISICTCS KaHIUIATOM Ha
JICYCHHE aHaJIOrOM TIIFOKAarOHOMOJOOHOTO TETITH-
na 2 (I'TI-2). imeHHO mo3TOMY 5 IETSM, COOTBET-
CTBYIOIIAM JITAaHHBIM KPUTEPUSIM O0TOOpA, MBI Hava-
JIU TEPaIUIo MpenaparoM TeayriyTHL [7].

HaGmonenus 3a THHAMHKON CHMITTOMOB IIPO-
JIEMOHCTPHUPOBATN pe3yasTaT 3(hpeKTuBHOTO NeH-
CTBUSI IIpeTIapara TeAy Ty TH/I, YTO HAIIUIO BEIpaXKe-
HUE B U3MCHCHHH Psi/Ia OIICHUBAEMBIX MTOKAa3aTesIeH
COMAaTHUYECKOTO COCTOSIHUS IETCH, MPUHUMAIOIITIX
npenapar B Tedenue 2 yert (c aBrycra 2021 r.), Ha-
XOIALIUXCS MO Kypauueil crenuanuctoB Lentpa
(tabm. 1). Kpome Toro, B cTaTbe MpUBOAATCS AaH-
HBbIE COMAaTUYECKUX ITOKa3aresiell OJHOTO peOeHKa

MYCKOTO T10J1a, OCYIICCTBIISIONICTO MPUEM TeIy-
mIyTuaa B Teuenue 18 mecsuen. OneHuBamu cre-
JTYFOIIIME TTYHKTHI:

1) macca Tena (kr);

2) pocr (cm);

3) HeACNLHBIN/CYTOUHBI 00BEM MTapeHTEPAITh-

HOTO TTUTaHMS (MIT);
4) cyTo4HBII 00BEM cTyma (MJI), a TakKKe €ro
KOHCHCTCHIIMIO U YacTOTY;

5) KpaTHOCTh MPUEMOB IHUIIU B CYTKH;

6) 00BbEM OTJIENIAEMOTrO [0 CTOME B CYTKH (MJI).

B ¢Bsi3u ¢ pa3HOPOAHOCTHIO CaMUX TMAIMEHTOB,
CYIIECTBEHHBIMH OTJIMYMSIMU B MPHYUHAX TPOBE-
JICHUsT PE3CKIHid, COMYTCTBYIOIIMX 3a00J€BaHUIA,
HAJIMYAEM/OTCYTCTBUEM IIEHTPAILHOTO BEHO3HOTO
JIOCTYTIA, a TAKKe TPUCYTCTBUEM CTOMBI, BO3HHKA-
€T U Pa3HOPOAHOCTH COOMPAEMBIX M OIIEHUBAEMBIX
mmokasaresei (Tabm. 1).

[To manHBIM Tabmuikl 1 XOPOIIO BHIIHA IWHA-
MHKa (UKCUPYEMBIX aHaTOMO-(pyHKIIMOHAIBHBIX
MOKa3aTesel JIETCKMX OPraHU3MOB, HAXOISIIUXCS
Ha TapreTHOW Teparuu, B YaCTHOCTH, MPOUCXO-
JIUT CyIeCTBEHHBIN HaOOp Macchl Tena (Ha 32%,
p<0,05), 3amerHas npubaBka B pocrte (Ha 7%,
p=<0,05), mpu 3TOM, Hampumep, 00beM HEOoOXo-
JIUMOTO JUISL yIOBIETBOPEHUS (PU3MOIOTHYECKIX
MOTPEOHOCTEN MapeHTEePATLHOTO MATAHHUS CHUXKA-
etcst Ha 36% (p<0,05), mapanensHO yMEHbIIAET-
Csl M KPaTHOCTh C MPOJODKUTEIBHOCTBIO TpHeMa
HH(Y3UH, YTO TAK)KE UMEET OUeHb OOJIBIIIOE 3HA-
YeHHE Kak JJIsg caMoro peOcHKa, Tak U i ero
poInuTesae M WHBIX YXa)KUBAKOIIHUX JIHUI], KOTO-
pbie, B OyKBaJlbHOM CMBICJIC, OBUTH TPUBSI3aHBI K
uH(py30MaTy JI0 cTapra TapretHoi Tepamuu. [lon-
YEepKHEM, YTO BCE OTMEYaeMble HAMH ITOKA3aTeln

Tabnuya 1

I[I/IHaMI/IKa KIIFOYEBBIX ITOKa3aTelIei Bq)(l)CKTI/IBHOCTI/I Tapl“eTHOfI Tepanuu ManrcHTOB C CHHAPOMOM KOpOTKOﬁ KHIIKKW

Table 1
Dynamics of key indicators of the effectiveness of targeted therapy in patients with short bowel syndrome
IToxa3zarens / Indicator Jlo Hauana tepanun / | Cmycrs 2 roma Tepanun / | Jlunamuka, % /
Before starting therapy | After 2 years of therapy Dynamics, %
Macca tena, kr / Body weight, kg 17,64 (+£5,1) 23,4 (£8,3) 132%
Poct, cm / Height, cm 113,8 (+16,4) 122,6 (£20,7) 7%
O06beM mapeHTepabHOrO MUTAHMS, MII/He] / 8480 (+5318) 5505 (£3604) 136*
Volume of parenteral nutrition, ml/week
CyTtounblii 00beM cTyia, it / Daily stool 1040 (£439) 580 (£228) 145%
volume, ml
KparrocTs npuemoB numiu B cyTku / Frequency 14 (+£8,4) 4,5 (£2,1) 168%*
of meals per day
O6BeM OT/IeNIIEMOTO IO CTOME B CYTKH, MII / 1000 (+480) 0 (£140) 1100%*
Volume of discharge per stoma per day, ml

Mpumeuanue. * — p<0,05.
Note. ¥ — p<0,05.
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JI0 HavaJia JICYCHUs! JIMOO UMEeNH KpaliHe HU3KYIO
JTMHAMUKY, OO0 HEe MMM ee BooOIle, He TOBO-
pst y’Ke 0 TOM, uTO AeTH, Haxomsamuecs Ha [1I1 1o
MPUMCHEHHUS JICKAPCTBEHHOW Teparuu, CTpaiaiin
gacteiMu OPBU (o 20 pa3 B rox), Toraa Kak ciry-
CTs1 JIBa TO/IA JICUCHHUS CTAIN OOJIETh CYIIECTBEHHO
pexe (3—6 pa3 B rom). Y TAIMEHTOB BBIPAKEHHO
CHHU3HUJIaCh HOTpeGHOCTb 1 B 4aCTbIX IIpUeMax Iic-
popanbHoro nutanus (Ha 68%, p<0,05), a Takxe
MOSIBUJIACH BO3MOKHOCTh XUPYPIUYECKOTO 3aKPhI-
THUS pa3rPy304HON CTOMBI B CBSI3H C MIEPEXOJIOM Ha
€CTECTBEHHBIN aKT JeeKaluu.

OMWCAHWE KNTMHYECKOr0 CN1YYAA

B kadecTBe HaISITHOTO TpUMEpa TMPHBOIUM
KJIMHUYECKUN Ciy4dall ¢ OINKWCaHUeM JUHAMUKH
COMaTHYECKNX ITOKa3aTeJIell M KIMHUYECKHUX po-
SIBTICHUI 3200JICBaHUS y TTAIUEHTA MY>KCKOTO TI0JIa
2014 rona poxxaenus (puc. 1).

Huarno3 ocnoBhoit: K91.2 TIloctpesekiuon-
HBI CHHJPOM KOPOTKOW KHUIIKH B HCXOJE OIle-
paruBHOTO JiedeHus cuHapoma Jlemma, Hekposa

Weight dynamics indicator (kg)

toHkoil kumku (18.09.14 . — mamapoTtomusi, pe-
3eKIMs  TOIIEH KHIIKH, EHHO-MIE0aHACTOMO3,
01.10.14 . — penanapoTomMusi, pe3eKIUsI TOHKOU
KHUIIKY, TyoJeHo-uieoanactomo3, 09.10.17 r. —
pernanapoToMusi, CaHaIWs ¥ JPEHUPOBaHUE OPIOIII-
HOW TTOJTIOCTH).

OcnoxHeHns1 OCHOBHOTO auarnosa: Hyrputus-
Hasi HerocTaroyHocTh I crenenu. XpoHuyeckas Ku-
1IeYHasi HeJJOCTAaTOYHOCTh. XPOHUYECKUN PHTEPO-
KOJITUT BHE 00OCTPEHHSI.

ComytctByronme 3adoneBanust:  Karerep-ac-
COLIMUPOBAHHBIA TPOMOO3 BEpXHEHl MO0l BEHBI B
aHamHe3e. Hocurens TyHHEIMpOBaHHOIO KareTepa
Broviac 4,2 Fr B mpaBoii BHyTpeHHEH SIpeMHOI BeHE
ot 01.04.2020 . ACTEHOHEBPOTHUYECKUIA CHUHIPOM
pe3uyanbHO-OpraHuyeckoro rexesa. Heipocen-
copHast TyroyxocTh Il crenenn ciea. AneHOWIEI,
COCTOsTHHE TIoCIe afieHoTomuu ot 22.02.19 1.

CyliecTBeHHOE 3Ha4YeHHE UMEIOT KapIuHallb-
HbIE U3MEHEHUS CTyJla Y JaHHOTO MaIfeHTa: Tor-
Jia KaK J0 CTapTa Teparuu TeAYDITyTHAOM OH ObLI
OYeHb BOJSTHUCTHIN U Habmonancs 3—4 pasa B CyT-
KU, CITyCTS TOJI JICUCHHUS OH MPUOOPEN I'yCTYIO KOH-

Weekly volume of PN (ml)
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2021) 2022) 2022) 2023)  (August 2023) 2021) 2022) 2022) 2023)  (August 2023)

Puc. 1. /luHaMuka KIMHUYECKUX IPOSIBICHUH CUHIPOMa KOPOTKOM KUILKK y peOeHKa Mykckoro rmosa 2014 rona poxxacHus,
MpUHUMaroIero Teayrnytun ¢ ssusaps 2022 . Jlo/Before — Jlo neuenus (asr. 2021)/Before treatment (Aug. 2021);
Crapt/Start — Crapt tepanuu (peBp. 2022)/Start of therapy (Febr. 2022); [Tonrona/Six month — ITonroxa tepanuu
(aBr. 2022)/Six months of therapy (Aug. 2022); T'ox neuenus (pesp. 2022)/Year of therapy (Febr. 2022); I[Tonxropa
roza nedeHus (aBr. 2023)/One and a half years of treatment (Aug. 2023)

Fig. 1.
January 2022

Dynamics of clinical manifestations of SBS in a male child born in 2014 who has been taking teduglutide since
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CUCTEHIIHMIO U YHCIIO JepeKaliii COKpaTUIoCh J10
2 pa3 B cyTku. [lo HaOmoOneHUSIM yXaKHUBAFOIITIX
JIUII, TPOU30IIA 3HAYUTEIbHAS TOJOKUTEIbHAS
JIMTHAMHUKA B COMaTHYECKOM COCTOSTHUU M CAMOYYB-
CTBHH peOEHKa, TaK KakK JI0 cTapTa Tepariu y Hero
gacTo HaONIONAINCh PAacCTPONCTBA KHCIOTHO-OC-
HOBHOTO COCTOSIHUS (aIK03), YTO MPOSBIBLIOCH
TTOSIBIICHUEM IIIATKOM TIOXOJKH W COHJIMBOCTH, H,
KpOME TOTO, UMEJO JTabopaTopHOE MOATBEPIKIe-
Hue. [laHHble yrpoXKaromme >KU3HH COCTOSHHS
TpeOOBAIM HEOTJIOKHOTO BMEIIATEILCTBA ITyTEM
BBEJICHUSI COJICBBIX PACTBOPOB, KOrJa PEeOCHOK
JaXe caM MpOCUJ Ha MepopalibHblid npuem Peru-
npoH. C uronst 2022 . KUCIIOTHO-OCHOBHOE COCTO-
stHAE TaOOpaTopHO B HOPME M, YTO OYCHb BAXKHO,
MIPONaN KIIMHIYECKUE TIPOSIBIICHNS, SITU30/IbI BS-
JIOCTU M HEYCTOMYMBOW TMOXOAKH MNPEKPATHIIHCH.
[IpuHIMIIATHPHOE TIOBBLINICHHE KA9eCTBA SKU3HH
pebeHKa 1 YICHOB €T0 CeMbU HEOCTIOPUMO. Maiih-
YK yuuTcs B 1-M Kiacce o01ieo0pazoBaresibHOM
IIKOJBI U YCIICUTHO OCBAaMBaeT mporpamMmy. B Ha-
crosiiee Bpemst nony4aeT 1111 B pexume 2 nus ye-
pe3 2 mo 700 i1 B CyTKH, YCTaHOBJICHHOM 4epe3
6 MecsilieB OT Havajia TapreTHou Tepanuu. B ampe-
ne 2023 r. ocymiectsieHa rocnuranuzanus B PIIKb
¢ uenbto nanbHenmeil koppekuuu 111 u neyenus.
Ha moMeHT HammcaHUs CTaTbU MaJBYHUK TPUHU-
MaeT cMmech [lentamen 280 M1 B CYyTKH B 2 TIpH-
eMa, y Hero HabOmromaercst ctya 1-2 pasza B JCHbB,
ryctoii. Beipoc Ha 5 cM, B Bece npubasui 2 kr. Pe-
»kuM IIIT — B Teuenme 12 vacos, 2 nHI — 2 OHS
nepepsiB. B parmone: KuciaoMOI04HbIE MPOIYKTHI,
rajieTbl, MaKapoHbl, OaHaHBI, SIOJOKH. DMU30/I0B
aIy03a He HAOTFOIAeTCsl.

OBCY)XXNEHME W SAKNHYEHNE

[TonBoxst UTOTH MO OIEHKE AMHAMHKH CHM-
nromoB CKK, MOXXHO OTMETHUTH CIEAYIONIHE CY-
[IECTBEHHBIC U3MEHEHUS B COCTOSTHUU JIETCH:

1) mocreneHHoe CHIKEHUE 00beMa W Kajo-
puii, MOCTyHaIMUX C HapeHTEpaIbHbIM
MUTaHUEM;

2) paclIdpeHUe palloHa MUTaHUS, TOCTEMCH-
HO€ CHI)KEHHE HEOOXOJMMOCTH CIelHallb-
HOTO TIPUTOTOBJICHUS IMHUIIN, OTAEIBHOTO OT
JIPYTHX YIEHOB CEMbBH, Mepexo Ha OOIIuit
CTOIT;

3) cymIecTBEHHOE YIyUIIeHUE YCBOCHHS BOMIBI
1 KUJIKOH TTUTIH C TIapajuIeTbHBIM YBEHUe-
HUEM CYTOYHOTO 00bEeMa MOUCHCITYCKAHUS;

4) U3MEHEHHE KOJIMYECTBA U KOHCHUCTCHIIUU
cTyna (CHW)KeHHe uncna nedexanni, 3ary-
IIEHUE KOHCHUCTEHUHUHU CTyNa, BO3Bpalie-
HUE K (PU3MOIOTHYECKOMY akTy nedexa-
uu (3aKphITHE KOJIOCTOMBI));

5) cHWXKeHHe 4YHcia peuuaAuBOB D-jakrart-
anuo03a, AeruapaTanuii;

6) M3MEHEHHE MacCO-POCTOBBIX MOKa3aTelen
(mpubaBKa MaccChl TeNa U pOCTA);

7) TIOBBINIEHWE 3AlIUTHBIX CHJI OpTaHW3Ma
(cHIKEHHWE YacTOThl HMHTEPKYPPEHTHBIX
3a00JICBaHMM, TOBBINICHUE (DU3MICCKON
aKTUBHOCTH, YJIYy4IICHHE OOIIero camo-
YyBCTBHS);

8) ynydiieHue KadecTBa KU3HU pEOCHKA;

9) moBbIlIEHNE KAUeCTBA )KU3HHU POIUTEIICH.

B nepBble nHU npuMEHEHUS Ipenapara Teay-
TIYyTHJ BO BCEX CIy4asX OTMEYalIMCh SMU30[H-
Yyeckue O0H B KUBOTE, KOTOPBIE CAMOCTOSITEIb-
HO KyIUPOBAJIUCh Yepe3 2—3 Hemenu 0e3 moce-
IYIOMIETO TOBTOpeHUsA. VMHBIX HeXelaTeIbHbIX
SBIICHUW y TIAIIEHTOB 32 BECh MEPHUO IPUMEHe-
HUS TIpernapara He HaOJIIoanoch.

besycnoBHO, Bcerna HEOOXOAMMO TIOMHHTH,
YTO KXl peOCHOK MHAMBUAYyalleH. HauBH-
JyaJIbHOCTb IMpPOSBIsAETCA KaK B CIIOCOOHOCTU U
CpOKax KUIIEYHOU aanTaiuy, Tak U B OTBETE Ha
Tepanuio 1, COOTBETCTBEHHO, — JIOCTHKECHUH U
CTaOMIIBHOCTH pe3yJbTara.

KomnnekcHpIi MyTbTHANCHUIIITMHAPHBINA MOJT-
X0 B COYETAaHWH C DPAIMOHAIBHOW TaKTHKON
BEJICHUS TAIMEeHTOB C CHHAPOMOM KOPOTKOI
KHIIKA CIIOCOOHBI CYIIECTBEHHO ITOBBICUTH Ka-
YECTBO XU3HM KaK camMuX OOJIbHBIX, TaK U HX
poautenei. TenyriyTua — aHallor YeslOBeue-
ckoro I'TI[I-2 — mo3BONsIET YyMEHBIIUTH 00bB-
eM moTpeOneHus] NapeHTepaabHOTO MUTAHUS H
BpeMsi HH(QY3UH y eTell U B3POCIBIX, a TaKKe
JIOCTUTHYTH TIOJHOM 3HTEpaJbHOM aBTOHOMUH,
YTO HE TOJBKO JTOKAa3aHO HCCIICIOBAHUSIMHU, HO
TaKXe TOJTBEPKIECHO B peajbHON KIWHHUYE-
CKOM TpakTHKe. BONBIIMHCTBO MOOOYHBIX SAB-
JICHUM, CBSI3aHHBIX C Tepanued TeayrIyTHIOM,
OBUTH JIETKOW WJIM CpPeJHEH CTENEHH TKECTH
Y TIPOSIBJISUTHICH B OCHOBHOM a0JJOMHHATbHBIMHU
00JAMH, KOTOpHIE OBLIIN BIIOJHE OKHIa€MBI IPU
CKK, nnmuBmumucs He Oonee IByX Hejenb. Ta-
KM 00pa3oM, MHOTOUNCIICHHBIE HCCIICAOBAHUS
U peadbHas KIMHUYECKAas MpPaKTHKa MOKa3alu
3¢ (EeKTUBHOCTD TEAYIIYTHIA B JICUCHUU TallH-
€HTOB C CHHIPOMOM KOPOTKOH KHIIIKH.

NONOJIHNTENbHAA MHDOPMALIMA

ABTOp mpounTan u onobpun (GUHATHHYIO
BEPCHIO Iepesl MyoauKalren.

Hcrounuk ¢puHancupoBaHus. ABTOp 3asB-
nsieT 00 OTCYTCTBMH BHEUIHETO (MHAHCHPOBA-
HUS IIPU IIPOBEJCHUH UCCIIEJOBaHMUS.

HndopmupoBaHHoe corinachue Ha IyO0JH-
KANMI0. ABTOp MOIYYWI NHUCbMEHHOE COITIacUE
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3aKOHHBIX Hpe,[[CTaBHTCJ'IGﬁ nanucHTa Ha Hy6J'II/I—
Kaluio MCOAUIIMHCKHUX JaHHBIX.

remnaroyoruy, Kosonpokronoruu. 2022; 32(1): 60-103.
https://doi.org/10.22416/1382-4376-2022-32-1-60-103.
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