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TocynapcTBenHoe aBTOHOMHOE yupexaeHue 3apaBooxpaHenns TromeHckoii ooaacTu JleTckuii ieueOHO-
peadmmTanuonHblii neHTp «Hanexnar»; 625043, Poccus, Tromens, Crasanckas, 1

Pe3ziome. B cTatbe nipencTaBieH 0630p COBPEMEHHBIX TEHACHIIMI B TTOAXO0/Ie K METOIaM JISYSHU ST MAllUeHTOB C CHHIPOMOM KOPOTKOI
KMIIKHY, B TOM YUCJIE PACCMOTPEHBI TPUMEPbI OOJBHBIX AETCKOTI0 BO3pPacTa, COCTOSLIMX Ha yUYeTe B clyk0e maJauaTuBHON MOMOLIN
netsasM TromeHckoit o6aacTu. CUHAPOM KOPOTKOM KMIIKHU MPeACTaBisieT co00i KpaliHe peIKo BCTPEUYalolIyoCcs HO30J0TMYEeCKYIO
eNMHULY B MPaKTUKe KIMHUIIUCTA, U, KaK MPaBUJIO0, MAaLlMEHThI C TAKUM IMarHO30M HYXIAIOTCsI B OpPraHU3alluu MYJIbTUIUCIIUTIIU-
HapHOTO MOJX0/a K JICYEHU 10, TAK KaK OHO TPeOyeT MPUBJICYEHUSI CTIeLIUATUCTOB PA3IMYHOTO MPodusi, TaKUX KakK Neguatp, Xupypr,
racTPO’HTEPOJIOT, PEaHNMATOJIOT, CIIEUATUCT M0 KIMHUYECKOMY MUTAHUIO/HYTPUIIUOJIOT, ICUXO0JIOT, POIeAypHasl CecTpa, a TaKxKe
ponuTeneii/3aKOHHBIX TpeacTaBuTeNeil. Yalie Bcero mposiBIeHUSIMU 3a00JI€BaHNU S SIBISIOTCSI CHMIITOMBI MaJTbaOCOPOLIU: AEMITUHT -
CUHJIPOM, IIPOTPECCUPYIONIAsl TOTEePsT MACCHI TeNa, Ie(UIIUT MAaKPO- U MUKPOHYTPUEHTOB, 3aJepKKa POCTa 1 Pa3BUTHSI BCEX OPTaHOB
U CUCTeM, TIPOSIBICHU S JUcTiernicuu u 6011 B XuBoTte. OOpaiiaeT Ha cebst BHUMaHKe, YTO KOJIMYECTBO U MHTEHCUBHOCTH CUMIITOMOB
3HAYUTETHHO BAPHUPYIOT CPEIU MAIIMEHTOB, 3TO MOXKEeT 3aBUCETh OT psifia GakTopoB (YPOBEHD M 00BEM Pe3eKIINU, OCTATOUHAS IJTNHA
" QyHKIIMOHAbHASI COXPAHHOCTH PE3UIYaIbHOTO CErMEHTa, HaJIMIre CTOMBI/CTOM JIMOO BOCCTAHOBJIEHHAsI KUIIIeUHas TpyOKa,
COMYTCTBYIONHE 3a00JIeBAaHMSI M BO3MOKHBIE IIOPOKY pa3BUTHsI). TpamuIlMOHHAS TAKTUKA JIEYCHU ST TAKUX MTAIIMEHTOB ITpeITojiaraeT
HEeOOXOIMMOCTb MOK M3HEHHOTO IMapeHTePaJTbHOTO MMUTAaHU S UJIM, B KAUeCTBE BEIHYKICHHOW Mepbl, TPAHCTIJIAHTAIlMI0 KUIIIEYHUKA.
PeabuiutaninoHHbIE MEPOIIPUSATHUS Y NeTel C CAUHAPOMOM KOPOTKOM KMIITKY JOJIXKHBI YYUTHIBATh TPeOOBAHU I KOPPEKIIUK Hapy-
LIEHHOTO BCACBIBAHM I U BOCCTAHOBJIEHM I HOPMAJIbHOTO TPO(PUYECKOTO cTaTyca; KYMMpPOBaHUE Nuapen, MpoPUIaKTUKY U JIeUeHHe
n1cbaKkTepruo3a; KOHTPOJb U KOPPEKI[MIO OOLIMX AUTECTUBHBIX HAPYLIEHUH, a TAKXKe KOMOPOUIHBIX COCTOSIHU . OCHOBHYIO HaCTO-
POXEHHOCTb B TAKTUKE BEIEHU I MALIMEHTOB C CHHIPOMOM KOPOTKOI KHIIKHU BbI3bIBAET MOTPEOHOCTH B IJIUTEIbHOM MOCTOSTHHOM
MapeHTepaJbHOM MUTAHUU, YTO BJIEUET 32 COOOI PsiI KU3HEYTPOXKAIOIIMX PUCKOB, BKITI0UAsl KATETEP-aCCOLMMPOBAHHbIE COCTOSTHU S
(cencuc u TpoM0603, UYTO, TOMUMO arpeCcCCUBHOIO JEUeHUsI, TPEOYeT MePUOANUECKO 3aMEeHbI IEHTPAJIbHOTO BEHO3HOTO NOCTYTa
U TPO3UT €T0 MOJTHOM MoTepeii), XoJecTa3 ¢ UCXOIOM B IMPPO3, aTpOPUI0 CIM3UCTON OCTATOYHON KUIIIKH, HApyIIIEeHWe MeTa-
O6osimszma D-makTara (c puckoM D-nmakTaranuaosa u oOpa3oBaHUEM OKCAaJaTHBIX KAMHEN B MMOYKAaX), a TAKXe, 0COOEHHO MpU
OTCYTCTBUU B UCXOJIE PE3EKIINU OAYTMHUEBOU 3aCTIOHKU, MOSIBJIEHNE CUHIPOMa N30BITOYHOTO 6aKTepUaIbHOTO POCTA, COMPO-
BOXIAIOIIETOCS OTTACHOCTHIO TPAHCIOKAIIMY KUTIIETHOU (hJIOPHI B COOCTBEHHYIO TJIACTUKY U TTOCJIENYIOIUM KHUIIIETHO-aCcCO-
LIUUPOBAHHBIM cericucoM. [locie aHain3a myGInKauil U OIeHKHU OIbITa pabOTHI C IETbMU C CUHIPOMOM KOPOTKOM KUTIKHU
B TIoMeHCKOI 06JIaCTH Mbl YCTAHOBUJIM, YTO aHAJIOT IIIOKaTOH-TTOA00HOTO TeNTrIa 2 — TeAYIJIYTU — TaeT BOBMOXHOCTb CHH-
3UTh 00bEM MTapeHTePaTbHOTO MUTAHM S, BpeMs MH(DY3MIi, a TaKKe TOOUThCS TIOJTHOTO Iepexoa Ha 9HTepaJbHYI0 aBTOHOMUIO.
Merton neyeHus TeLyIyTUI0M HauboJsiee MepcreKTUBEH TS 60JbHBIX JaHHON KaTeropuu, Tak Kak CHUXKAeT PUCKHU, CBSI3aHHbIE
C mapeHTepaJbHbIM MUTAHUEM, U YIyUlllaeT NPOrHO3 JaJbHeH el XK M3HU.

Karouegoie crosa: CMHAPOM KOPOTKOM KUIIKHY, KMIIEYHAs! HEAOCTATOYHOCTb, aaNTalllsl KUIIeUHUKa, TapeHTepaJbHOe MUTaHUe,
TeAYTIYTU.
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Abstract. The article presents an overview of current trends in the approach to the treatment of patients with short bowel syndrome, includ-
ing examples of children's patients registered in the palliative care service for children of the Tyumen region. Short bowel syndrome is an
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extremely rare nosological unit in the practice of a clinician and, as a rule, patients with such a diagnosis need to organize a multidisciplinary
approach to treatment, since it requires the involvement of specialists of various profiles, such as: pediatrician, surgeon, gastroenterologist,
resuscitator, clinical nutrition specialist / nutritionist, psychologist, procedural nurse, as well as parents/legal representatives. The most
common manifestations of the disease are symptoms of malabsorption: dumping syndrome, progressive loss of body weight, deficiency
of macro- and micronutrients, stunting of growth and development of all organs and systems, other manifestations of dyspepsia and
abdominal pain. Attention is drawn to the fact that the number and intensity of symptoms varies significantly among patients, which may
depend on a number of factors (the level and volume of resection, residual length, functional safety of the residual segment, the presence
of a stoma / stoma, or a restored intestinal tube, concomitant diseases and possible malformations). The traditional tactics of treating
such patients include the need for lifelong parenteral nutrition or, as a forced measure, intestinal transplantation. Rehabilitation measures
in children with short bowel syndrome should take into account the requirements of correction of impaired absorption and restoration
of normal trophic status; relief of diarrhea, prevention and treatment of dysbiosis; control and correction of general digestive disorders,
as well as comorbid conditions. The main alertness in the tactics of managing patients with short bowel syndrome is caused by the need for
long-term constant parenteral nutrition, which entails a number of life-threatening risks, such as: catheter-associated conditions (sepsis
and thrombosis, which, in addition to aggressive treatment, requires periodic replacement of the central venous access and threatens its
complete loss), cholestasis with the outcome of cirrhosis, atrophy of the residual intestinal mucosa, impaired metabolism of D-lactate (with
the risk of D-lactate acidosis and oxalates (with the formation of oxalate kidney stones), and also, especially in the absence of resection
of the bauginia flap in the outcome, the appearance of excessive bacterial growth syndrome, accompanied by the danger of translocation
of intestinal flora into its own plastic and subsequent intestinal-associated sepsis). After analyzing publications and evaluating the expe-
rience of working with children with short bowel syndrome in the Tyumen region, we found that the analogue of glucagon-like peptide
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 parenteral nutrition and improves the prognosis of later life.
Keywords: short bowel syndrome, intestinal failure, intestinal adaptation, parenteral nutrition, teduglutide.
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WHIPOM KOPOTKOM KUIIIKHU C KU~

IMeYHOW HEeIOCTATOYHOCThIO

(CKK-KH) — aTo kpaiiHe pen-

KO€, U3HYPUTEJIbHOE 1 MTOTeH-
[IMaJIbHO OMMACHOE JIJIsl JKU3HU COCTOSI -
HUeE, IPU KOTOPOM yTpaTa abCcopOILIMOH-
HOM CITOCOOHOCTM KMIIIEYHHU KA JUIIAeT
JII0JIeit BOBMOXXHOCTH YCBaMBaTh 1OCTATOY-
HOE KOJIMYECTBO MUTATEIbHBIX BEIIECTB
U3 MOTPEOIsIeMOil MUIU, TODTOMY
1M TpeOyeTcs mapeHTepalbHOe TUTaHue,/
BHYTPUBEHHAsI MHPY3MOHHAs Tepamnus
(T1I1/BB, TakXe N3BeCTHBIC KaK IMapeH-
TepaybHas IO AePKKa).

Kon 3a6oneBanust no MKb-10: K92.1 —
HapylieHne BcachblBaHMsI TIOCIIe XUPYP-
TMYEeCKOT0 BMeIIaTeJIbCTBa, HEKJac-
cuULIMPOBAHHOE B IPYTUX PyOpUKax
(8 MKbB-11 npucyTcTBYIOT OOHOBJIEHHbIE
konbl: DA96.04. Short bowel syndrome.
Description: having less than 200 cm of
residual small bowel with or without colon
in an adult and for children (< 18 years), less
than 25% of the normal length of intestine
for their respective age (DA96.04. Cunapom
KOpPOTKOTo KMIleyHnKa. OnucaHue: Haau-
yue meHee 200 cM ocTaTOYHOI TOHKOM
KUIIIKH C TOJICTOU KUIITKOI 1jin 6e3 Hee
Yy B3pOCJIbIX U ieTeil Maaie 18 1eT, MeHee
25% oT HOpMaJIbHOM IJIMHBI KUIIIEYHUKA
IlJISI COOTBETCTRBYIOILIETo Bo3pacTa). Eiie
€CTb OTAEJbHBII KOJ JIJISI HOBOPOXKIEH-
HbIX — Short bowel syndrome in neonate
(KB89.1) (CuHapOM KOPOTKOTO KHILIEYHHU-
kay HoBopoxaeHHbIX (KB89.1). https://icd.

who.int/browsell/1-m/en#/http://id. who.
int/icd/entity/780637678). B P® MKB-11
noka He paboTaer).

Yacrota BcTpeuaemoctu CKK B esiom
COCTaBJISIET OT 2 10 5 ciay4yaeB Ha 1 MJIH
yeJioBeK [1], a'y neTeii paBHsieTCS:

e 24,5 Ha 100 000 XXMBOPOXIAECHHBIX;

e 353,7 Ha 100 000 cpeny HeJOHOLIEH-
HBIX.

JleTanbHOCTHh HEMOCPEIACTBEHHO
npu CKK Bapsupyer ot 11% no 37,5%.
OcHOBHAasI TpUYMHA JIETAJIbHBIX UCXOI0B
HE3aBUCUMO OT JIeueOHOM TAaKTUKU —
MHGEKIMOHHBIE OCIOXHEHUS [2].

OcHoBHble npuunHbl CKK, mupoko
OIMCaHHbIC B IUTEPAType, BEAYT K pa3-
BUTHUIO PsIa MAaTOJOTMYECKUX TPOIIec-
COB, BbI3BAHHBIX OOIIUMPHON pe3eKnei
KUIIEYHUKA U CBSI3AHHBIX C 00bEMOM
pe3eKkluu U ee ypoBHeM. [1pu Tsxkeaom
CKK ¢ BbIIEICHUSIMU Yepe3 CTOMY TTPO-
HUCXOMUT MOTEPsI 3JEKTPOJIUTOB U MUHE-
paJyioB (Kanuii, HATPUI, XKee30, HIUHK
1 MarHuii). Takke OMHUM U3 TIPOSIBJICHU I
CUHIPOMA KOPOTKOM KUIIKHU SIBJISICTCS
MaababcopOLMs (HapylleHre BcachbiBa-
HUS U IOTEPS OMHOTO UJIU HECKOJbKUX
MMATATEJbHBIX BEIIECTB, TOCTYMAIOINX
B MUIIIEBAPUTEIbHBIN TPAKT), KOTOPAs
XapaKTepu3yeTcs nuapeeit 1 00e3BOXM-
BaHueM [3]. MHorue roabl CYMuTaIOCh,
yto y nanueHToB ¢ CKK moxkeT npume-
HSATbCS TOJABKO 3aMECTUTEIbHAS Tepanus
B Buze I1I1. Cnenyet oOpaTuTh BHUMaHUE
Ha To, 4To auTenbHoe [111 MoxkeT moBeub
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3a 00O CeNTUYECKHUE OCIOKHECHUS,
HapytieHue GyHKIuii medenu u np. Kpome
TOrO0, TaKas Tepanus CONpoOBOXKIAETCS
3HAYUTEJbHBIM CHUXEHHEM KauecTBa
JKU3HM naiueHTa [4].

B HacTosimmnii MOMEHT peabuanuTaLI U
nanueHToB ¢ CKK ocHoBaHa Ha MyJIbTU-
NUCLUTUIMHAPHOM TOAXO0e, MpeaycMar-
pMBaIOIIEeM COBMECTHYIO paboTy Bpadeil
MHOTHMX CITELIMAJIbHOCTEH, UTO TTO3BOJISIET
00BEKTUBHO OLICHUTH COCTOSIHUE OOJIbHO-
ro u odecreduTs 3(HEeKTUBHOCTD Jieue-
Hud. B mocnennue 20 1eT akTUBHO pa3-
BUBAeTCS HaIlpaBJIcCHUE TOPMOHAJILHOTO
neyeHusd nauueHtoB ¢ CKK, Benyuero
K afanTalny U peabrIMTaluy KAIIeTH -
Ka. OTHOCUTEJILHO HEeJJaBHO ObLJIO yCTa-
HOBJIEHO, UTO aHAJIOTH TJII0KaroHornoa00-
Hbix nentuaoB (I'TIIT) moryTt yaydimath
Mmpoluecchl abCOpOLIMU, YMEHbIIATh TPO-
1IeCC anomnTo3a SMUTEINATbHBIX KJIETOK,
a TaK>Xe YCUJIMBaTh YCBOCHUE HYTPUEHTOB,
YTO CIIOCOOCTBYET peabUIUTAIINY TTallv-
€HTOB ¢ JaHHBIM 3a001eBanuem. ['TITT-2
(TJIFIOKaTOHOTIOMOOHBIM MeNTUI-2) —
3TO €CTECTBEHHBII TOPMOH KeJYI0UHO-
kuieyHoro tpakTa (ZKKT), cekperupye-
MbI#1 L-KJIeTKaMu MoaB3A0IIHON U TOHKOM
KUIIKU B OTBET HAa HeabCcopOMpOBaHHbIe
MUTaTeIbHbIE BelllecTBa. [1epBbIM U eAMH-
CTBEHHbBIM IpernapaToM, MoKa3aHHBIM JJIs1
neyeHuss CKK, aBisgercs TenyrinyTua —
PEKOMOMHAHTHBII aHAJIOT YeJIOBEYECKOTO
I'TIT-2. Ono6pen B EBponeiickom Colo3e
n CIIIA B 2012 1., 3apeructpupoBaH B PO
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¢ 2021 1. aas Te4eHUsI MallMeHTOB B BO3-
pacte oT 1 roma. 3a cueT yBeIMUCHU S BCa-
ChIBAaHWS HYTPUEHTOB U3 KUIIEUHUKA ITPO-
UCXOAST CHUXeHUe nmoTpedHocTH B 111
U, KaK CJIelICTBUE, YMEHbIIIEHUE €T0 00b-
€MOB U BpeMeHU BBeIeHUS [5].

ITo IOKTMHWYECKUM U KJIMHUYECKUM
nanHbiM ['TITT-2 u ero ananoru (rmepBblii
npenapar B Kjacce — TeAyTrJIyTUI) oKa-
3bIBAIOT clieayonue 3¢ GeKTh:

® DOCTKOBbIE (CTPYKTYpHAas afanTauus
KUIIKW) — MHAYKIIUS Tpoaudepanu
U TIOBBIIIEHHUE BBIXKMUBAEMOCTHU KJIETOK
KPUIT, yBeJIUYEeHUE TJIUHBI BOPCUHOK
U TJTyOMHBI KPUTIT, IOAABJICHUE aIlONTO3a
SHTEPOLMTOB, YBEIMYCHNE MACChl KUIIICU-
HUKa;

® (hyHKIIMOHAJIbHbIE (DYHKIIMOHAb-
Hasl afanTalus KUIIKUA) — yBeJIMYEeHUE
KUIIIEYHOTO U MOPTaJIbHOIO KPOBOTOKA,
MOAaBJEHUE CEKPELIMU COTSTHON KUCTOThI
(HCI) B xenynke, 3ameaeHre MOTOPUKU
Y TIOBBIIIIEHUE BCcachlBalolleil CTOCOOHO-
CTH KUILIEYHUKA, B TOM YHCJIE 3a CUET YBE-
JIMYEeHUsI 00pa30BaHU S XUJTOMUKPOHOB
U BCcaChIBaHUS TJIOKO3bI IIPU yYaCTUU
CEJIEKTUBHOI'0 0OpaTUMOIr0 MHTUOUTO-
pa HaTPUI-TIIOKO3HOTO KOTPAHCIIOPTE-
pa 2-ro Tumia (SGLT-1) u TpaHcmiopTepa
1toko3bl 2-ro tuna (GLUT-2), ynyuie-
HUe 6apbepHOU ODYHKIIMU KUILIEYHUKA,
yYMEHbIIIEHUE BOCTIaJIeHUsI, TOBbIIIIEHUE
MPOAYKIIMU Ba30aKTUBHOTO UHTECTHU-
HanbHoro nojgunentuaa (BUIT), ymeHb-
LIEHHWE 9KCITPECCUU MHTEPJEHKUHOB 1
u 2 (UJI-1u NJI-2).

Llenbro HacTOSIIErO UCCAETOBAHUS
OBIJIO PACCMOTPETH U OITMCATh OCHOBHBIE
pe3yJabTaThl COBpEMEHHOM (hapMaKkoTepa-
muu manueHToB ¢ CKK B MupoBoii mpax-
TuKe U B TioMeHCKo# obyiacTu.

Marepuanbl 1 MeTOAbI HCCAEAOBaAHUA
ITpoBeneH nmouck B 6azax JaHHBIX
PubMed, Clinical Trials u eLIBRARY no
KJII0YEBBIM CJIOBAM: CUHAPOM KOPOTKOM
KUIIKU, KUIIeYHasi HeAOCTAaTOYHOCTb,
ajarnTalus KUIIeYHUKa, MapeHTepalb-
Hoe nutaHue. [1o pe3yabTaram aHajin3a
25 nybnukaumii mo udyyaeMoi Teme
B 0030p OBbIJIM BKJIIOYEHBI CBEAECHMU S
13 9 UICTOYHMKOB HAyYHOI INTEPATYPHI.
[Moce opMUpOBaHUSA TUTEPATYPHOTO
00630pa ObLJT OCYIIIECTBIIEH aHAJIN3 UCTO-
puii 60JIe3HU TPOUX ACTEl ¢ AUATHO30M
CKK, Haxogsmuxcs moa HabaroaeHUeM
criennanuctoB LleHTpa manauaTuBHOMN
nomouu getsam «Hanex na» B TiomeHU.

Pe3syabTatbl

BrnusHue TenyrayTuaa Ha neguaTpu-
yeckux nanmeHToB ¢ CKK oneHuBanu
IpY aHAJIM3€e ABYX KIMHUYECKUX UCCIIe-

62

Tabaunua

Pe3ynbTaThl 3G PpEKTUBHOCTM MEAMKAMEHTO3HOr0 AeYeHUs K 24-1 Hepene

uccaepoBaHUA [TabanMua cocTaBAeHa aBTopamu] / The results of the effectiveness
of drug treatment by the 24th week of the study [table compiled by the authors]

MNoka3arenb TeayrayTua, 0,025 TeAyrayTua, CraHpapTHoe
MI/Kr/cyT 0,05 mr/xr/cyt AeueHune

CHuxeHWe obbema 13 (54%) 18 (69%) 1
napeHTEPaAbHOro NUTaHUsA
>20%, n (%)
06bem napeHTepanbHOro 116,2 (+ 10,52) 123,30 (¢ 17,50) 16,0 (£ 4,55)
nuTaHus, MA/Kr/cyT
Bpemsa uHdysuu, pAHei/Hea 10,9 (+ 1,78) 11,3 (x 2,24) 0
(CERRr ) 12,5 (+ 2,73) 13,0 ( 3,84) 10,2 ( 0,69)

noBanuit (K1) apdexkruBHoctu npu-
MEHEeHU ST TaHHOTO Tpernapara y neTei
(12-HegenbHOE OTKPBITOE MHOTOILIEH-
TpoBOE U 24-HeaeJIbHOEe PaHIOMU3U-
pOBaHHOE IBOMHOE CJIENOE), B KOTOPBIX
yuactBoBaau getu ¢ CKK B Bo3pacTte
oT 1 no 17 net, Hyxpatomuecs B ITI1,
C UCKJIIOUEHHEM MallueHTOB, HE CIO-
COOHBIX K 9HTEPaJIbHOMY ITUTAHUIO [6].
B 24-nenenrnom KM y mereit ¢ CKK
B Bo3pacTe oT 1 1o 17 jieT moMumo cTaH-
IapTHOM Tepanuu ObLIU UCITOJIb30BaHBI
nBe 1o3upoBKY Tenyraytuna: 0,025 mr/
Kr/cyT (n =24) u 0,05 mr/xr/cyT (n = 26).
9 TTarMeHTOB ObLJIN BKJIOUYEHBI B KOH-
TPOJIBHYIO TPYIITY (TOJBKO CTAaHIapTHOE
JiedeHue). Ha mpoTsikeHuu ucciemnoBa-
HU S 3HAYUMBIX KJIMHUYECKUX U J1abo-
PaTOPHBIX OTKJIOHEHU I HE OTMEYaJOCh.
Bce manmeHTH B rpyIine cTaHAapTHOTO
neueHus v 98% B rpymnmnax TeayriayTuaa
HCITBITAIN 60JIee OMHOTO HEXEIaTeIbHOTO
aiaeHus (H), B 6oapIInHCTBE cliyyaeB
JIETKOM UM CpedHE CTeNeH! TSIXKECTH.
Takxxe He0OOXOTUMO OTMETUTh, YTO TTPU
KOJIOHOCKOTIMH U MIPOBEICHUH aHaIn3a
KaJia Ha CKPBITYI0 KPOBb HEe ObIJI0 OOHA-
PY>KEHO MOJIUTIOB K1 HOBOOOPa30BaHMIA.
V 13 maunenToB (54%), mosxydaBIInX
0,025 mr/kr, ny 18 (69%), mony4yaBIImnx
0,05 Mr/Kr TenyriyTuaa, OblJa0 TOCTUTHY-
TO CHMXKEHME 00beMa MapeHTepaJbHOTO
nutaHus Ha 20% Ha 24-it Henene K.
PesynbraTel o heKTUBHOCTHU (CHUXKE-
Hue oobeMa [1I1 u BpemeHU MHGDY3UM)
MpeAcTaBIeHBl B Tabnuie. Tpu mamueH-
Ta B rpyIre moayvasmux 0,05 Mr mipe-
rnapara Ha KT B CYTKU ¥ OAMH B TPYIIIe
noayuyaBmux 0,025 MT/KT/CyT IOCTUTIN
He3aBucuMocTu oT I11I1. [Mocne 4-Henenb-
HOTO ITepUOIa BBIMBIBAHUS Y IBYX U3 3TUX
nauueHToB [111 66110 BO3OOHOBIIEHO,
a elle JBOEe OCTAaJIMCh HE3aBUCHUMbI
ot III1. Kpome Toro, yBeJIuuujcs ypo-
BEHb LUTPYJJIMHA B I1J1a3Me, YTO CBUIE-
TEJbCTBYET 00 YBEJIMUYEHU N MACChI 9HTE-
pouunTtos [6].

B uccnenosanuu C. Lambe yuacTBo-
Basiu 17 mauunentoB ¢ CKK B Bo3pacTe
oT 5 10 16 JIeT, HaXOAMBIIMXCST Ha MMapeH-
TepaJbHOM NMUTAaHUU GoJiee IBYX JeT
Y MMeBIIUX MeHee 80 cM 0CTaTOYHO TO-
cToil kKuKu. ExxenHeBHO OHM MoOJyvYaaun
0,05 mr/kr Tenyraytuna. Ha 12-ii Hene-
Jle IpUMeHeHUd npernaparay 15 nereit
Ob1JI0 3apuKkcupoBaHo cHuxkeHue 11T
Ha 20% v moTpeGHOCTH B KaJopusix Ha 29%.
Ha 24-ii Henmene 7 mallieHTOB YMEHBIIUIIA
no3y IIT na 39%, Ha 36-it Henese 2 nanu-
€HTa 0TKAa3aJIUCh OT HETO MOJHOCTHIO [7].
B xone ucciaenoBaHus ObLJIO yCTAHOBJIE-
HO, UTO JIeTYe BCEro MOTYT OBITh OTTyUeHbI
ot [1I1 malueHThl ¢ COXpaHEHHOM TOJICTOM
KHIIKOM. DTO MOKHO OOBSICHUTD TEM, YTO
MX UCXOIHbIE MOTPEOHOCTU B MTPUMEHEHU U
111, xak nmpaBuJIO, HUXE, YeM y MalueH-
TOB C KOJI9KTOMUEN [8].

OnbiT TroOMeHCcKo# obracTu

B TromeHckoit 061acTu B HacTos11ee
BpeMs IMoA HaOIIoAeHUEeM Creluain-
ctoB LleHTpa mannuaTuBHON MEIUITMH-
CKOIl TIOMOTIIY IeTSIM HaXOASTCS 7 AeTeid
¢ CKK B Bo3pacTte ot 3 Mecsues 10 12 sier.
ODTU 1eTV NPpU3HAHBI HYXKIAIOMIUMUCS
B OKa3aHWUU MaJJIUaTUBHOU MEIMIIMH-
CKOIf MOMOIIM PEelIeHUEeM BpauyeOHbIX
KOMUCCUI MEAULIMHCKUX OPTaHU3aL A,
B KOTOPBIX OHU MTPOXOAMIJIM JIeUEHUE UIU
HaO0JII0AANNCh, HA OCHOBAHU M MPOTHO3a
3a00JeBaHUs, CTETIEHU BBIPAaXXeHHOCTHU
(byHKIIMOHATBHBIX HAPYIIEHUH CO CTOPO-
Hbl KKT, Hanuuus Tsxenoi ConyTcTBy1o-
I1eif TaTOJIOTU U U TATOCTHBIX CHMIITOMOB.

[Mocne ycranoBineHus nuarHoza CKK
B nepuon rocnutanuzauuu B PAKDB
(Poccuiickyto 1eTCKY10 KIMHUYECKYIO
0OJBHUILLY) AETU OBIJIU OOECIIeYeH bl
ITOCTOSTHHBIM IIEHTPaJIbHBIM BEHO3HBIM
IOCTYTIOM, a TaKXe UM ObLIM Mogoopa-
HbI UHIMBUAYaJbHbIE CXEMbI TApEHTE-
paJbHOTO U PHTEPaJbHOTO MUTAHUS.
V 5 nereii ObIIO MPUMEHEHO PEKOHCTPYK-
TUBHO-BOCCTAHOBUTENbHOE XUPYypPruye-
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KoHTpoAb cTpaTernu AeUeHHs: racTpOIHTEPOAOT.
LleHTpaAbHbIM KOOPAUHATOP: BapbupyeTcs B 3aBUCMMOCTU 0T MAK
(Hanpumep, MeacecTpa KAMHUKM — CNeLMannCT)
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Aabopatopus J

Puc. 1. MexxaucumMnAMHapHas TakTUKa BepeHUA nauueHToB ¢ CKK npu oka3zaHum naAAMaTUBHOW MEeAULIMHCKOI NOMOLLU

[cocTaBAeHO aBTOpamu] / Interdisciplinary management of patients with SBS in the provision of palliative care [compiled by the authors]

cKoe JiedeHue (MpoBeIeHa TOCIe0BaTe I b-
Has noriepevHasi sHTeporaactuka, STEP).
IIpenBapuTeIbHO MAMBI BO BpeMs TOCITH-
TaJIM3al U ObIJIM 00YYeHBI TEXHOJOTUU
npoBeneHus aauTeapHoro [111, ocHoBo
KOTOPOTO SIBJISIETCSI CTPOTO€ COOJI0IEHUE
ACEMNTUKMU.

B namewm LleHTpe peain3zoBaHa MexX-
IUCLUIIJIMHApHAd TAaKTUKA BEICHUS
nauueHToB ¢ CKK npu okazaHuu naj-
JMATUBHOU MEOAMILIMHCKOU MOMOIILU
1o cxeMme, MpeacTaBJeHHOM Ha puc. 1.

OTIUYUTETbHON OCOOEHHOCTHIO
KOMTIIJIEKCHOTO TTOAX0/1a K OKa3aHUIO

najanuatuBHo momomu aetsam ¢ CKK
B TioMeHcKoIi 001acTu sIBJsIeTCs: obecne-
YeHHE UX CTIeUaTN3UPOBAHHBIMU IIPO-
nykramu jgedeoHoro nutanus (CITJIIT),
SHTEPAJBbHOTO U MapeHTEePaJIbHOTO,
a TakK>Xe pacXOIHBIMU MaTepuajlaMu,
MpenHa3HAYeHHBIMU 15 GYHKIIMOH M-
pPOBaHMSI TYHHEJINPOBAHHOTO KaTeTe-
pa Broviak, B mo1HOM o6beMe corjiacHo
WUHIWBUAYaJbHBIM PEKOMEHIALI UM
U IOTPEOHOCTH, 32 CUET €KETOAHBIX PEru-
OHaJIbHbIX CYOCUIUIA.

IIporpamma obecrnieyeHus aeTei mai-
JIMAaTUBHOTO MpOoduIsa, B TOM 4yucCe
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Puc. 2. AMHaMHUKa KAMHMUYecKUX npoaBAeHui CKK y aoeBouku 2009 roaa poXkKAeHUs,
NpUHUMABLLEN TeAYTAYTHA ¢ aBrycta 2021. Ao — Ao AeueHus (peBp. 2021), Ctapt —
ctapt Tepanuum (aBr. 2021), Moaroaa — noaropa Tepanuu (pesp. 2022), fop — roa

AeueHus (aBr. 2022) [coctaBreHo aBTOpamu] / Dynamics of clinical manifestations of SBS
in a girl born in 2009 who has been taking teduglutide since August 2021. Before — Before
treatment (febr. 2021); Start — Start of therapy (aug. 2021); Six months — Six months

of therapy (febr. 2022); Year — Year of therapy (aug. 2022) [compiled by the authors]
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crpanatomnx CKK, craproBaja B peru-
oHe B 2020 r. Peanuzanus mporpaMMbl
OCYHIECTBJISIETCS] B COOTBETCTBUU C TIPU-
ka3oM JlemapraMeHTa 31paBOOXpaHEHU T
Tromenckoit o6aactu ot 09.09.2020 1.
Ne 576 «O6 opranusanuu 0GecreYeHus
neteit B TioMeHCKoOM 00JlacTu, mojydaro-
X MTaJUTMATUBHYIO IIOMOIIIb CIIeIIaIv-
3UPOBAHHBIMU MPOIYKTAMU JICUEOHOTO
MUTAHWS, PACXOJIHBIMU MaTepuajlaMu
U U3AENUSIMU MEIULIMHCKOTO Ha3Hayue-
HUS» (C UBMEHEHUSIMU U JOTIOJTHEHUSIMU
ot 2021 1.). B nmepeuens CITJIII, 3akymna-
embIx s obecrieueHus neteit ¢ CKK
B peruone, Bouwtu: [lentamen xyHuop
(cyxas cMech), Heokeiit IxkyHUOp (Cyxast
cmech), CMO®dkabeBeH LEHTPaIbHBIN,
CMO®nunun, Butanunuag H (met-
ckas amysbcust), ConyBut H nnodunu-
3aT, Angamens H (10 M), AMUHOBEH,
CrepadyHauH, [1oKocTepua, Macio
JIMKBUIKEH.

CornacHo KIMHUYECKUM PEKOMEH 1ALl U-
aMm, pebeHok ¢ CKK crapiue 1 roga nocie
PEKOHCTPYKTUBHO-BOCCTAHOBUTEIBHOTO
XUPYPrU4eCcKOTro JeUeHU s, HaXOAS IInics
Ha [1I1, aBisgercsa kKaHaAMIATOM Ha Tepa-
ruto aHasorom ['TITI-2. [TosTomy 5 metsam,
COOTBETCTBYIOIINM TaHHBIM KPUTEPUSIM
0TOOpa, MBI HAYAJIW TEPATTUIO MPEMapaToM
tenyraytun [9]. Pe3ynbprartsl AuHaMuue-
CKOTO HaOJIIONEH M ST ITPOIEMOHCTPUPOBA-
1 9P HEeKTUBHOCTH JAHHOTO Mpernapara,
YTO HAIIJIO BBIpaXkeHNe B UBMEHEHUH PsIlia
OLICHMBAEMBIX MIOKa3aTesleil COMaTU4eCKO-
IO COCTOSTHUSI I€Teil, TPUHMUMABILIUX TENY-
MIYTUA B TeueHue rozaa (c aBrycra 2021 r.),
a Takxke nmoayrona (¢ sHaps 2022 r.)
U KypUPOBABIIUXCS CTIELIMATUCTAMU
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Facrposnteponorua. lenaronorun

Haiero neHrpa (puc. 2-4). danee mpu-
BOASITCS TaHHBIC COMAaTUYECKHUX ITOKA-
3aTeJIeii IBYX NeBOYEK, TPUHUMABIINX
TEAYTJIIYTUJ B TEUYCHUE TOJla, U OOHOTO
MaJibuMKa, TPUHUMAaBIIETO TeAYTIYTHUT
B TeueHUe 6 MecsIIeB.

O1eHUBAJIH CJICNYIOIIHE TTapaMeTPhI:
Macca TeJia (KT), pocT (CM), HeleAbHbIi/
cyTouHblit 06beM ITIT (M), CyTOUHBIH
00beM cTya (M), a TaKKe ero KOHCH-
CTEHIIMIO U YaCTOTY, KPAaTHOCTb MpPU-
€MOB MUK B CYTKU, 00BEM OTIEISIEMOTO
10 cTOMe (MJI) B CYyTKHU.

PasHopomHOCTH cCOOMpPaeMBbIX 1 OLIEHUBA-
€MBIX TIOKa3aTeJIeii B IIePBYIO OUepeab CBSI-
3aHa ¢ Pa3HOPOTHOCTHIO CAMUX MAllEHTOB,
CYIIECTBEHHBIMU OTJIUUMSIMU B TTPUUMHAX
MTPOBEICHUS Pe3eKIINiA, COMYyTCTBYIOLITNX
3a00JIeBaHU I, HAJTUIUEM MU OTCYTCTBUEM
LIEHTpaJibHOro BeHo3Horo poctyrna (L[BI),
a Take MPUCYTCTBUEM CTOMBI.

JanHblie neBouku 2009 rona poxae-
HUS, MOJyYarlieil TeNyIIyTU C aBrycTa
2021 r., mpeacTaBJIEeHbl HA pUC. 2.

KnuHunyeckuii nmario3 (OCHOBHOIM):
«PennnuBUpyOIMii CTEHO3 TOHKOTOJICTO-
KHIIIEYHOTO aHacToMo3a. CUHIPOM KOPOT-
KO KUIIKH, BapuaHT — 200 cM mmocJie 1Byx
ayTOJIOTMYHBIX peKoHCTpyKInii o STEP.
CocTosiHUE TTOCJIe MHOTOKPAaTHBIX OTiepa-
LW TT0 TIOBOMY SI3BEHHO-HEKPOTUYECKOTO
KOJIN'Ta HOBOPOXKIEHHBIX.

OcJI0XKHEHMsI OCHOBHOTO 3a00JIeBaHUSI:
CUHAPOM MababCcopOLU, HYTPUTUBHAS
HEIOCTAaTOYHOCTD 1-ii CTENeHu, 3aaepkKKa
pocTa 1-ii cTeneHu.

ConyTCTBYIOLIMIA: HOCUTEIb TYHHEIN-
poBanHoro LIBK Broviac 6,6 Fr. u uneo-
ctoMbl. COCTOSTHHE TTOCJIE OITePaTUBHOTO
JICYECHU I pEKTOBECTUOYISIPHBIX CBUILICH».

W3 anamHe3a 3a001eBaHUsI: HEOJIHO-
KpaTHO OTIepUPOBaHa IT0 IIOBOY SI3BEHHO-
HEKPOTUYECKOTO IHTEPOKOINTA HETOHO-
IIeHHBIX. B 00111e11 CJIOXXHOCTHU BBITIOTTHEHO
5 onepanuii. OcraBiasics 1JIMHA TOHKOM
Kumku — 50-70 cMm, ToTaabHast KOJIK-
ToMUS ¢ GOPMUPOBAHUEM TOHKOTOJ -
CTOKMIIIEYHOT0 aHacToMo3a. B ucxone —
CKK, pyO110BBIif CTEHO3 TOHKOTOJICTO-
KUIIEYHOTO0 aHACTOMO3a, PEKTOBECTHU-
OyasipHblii cBuI. 16.10.2013 r.: yoauHu-
TeJbHasl SHTEPOIJaCTUKA IO METOIMKE
STEP. 29.03.2016 r. — noBTopHo STEP,
JIUKBUIALIMS PEKTOBECTUOYISIPHOTO
ceuma. 04.09.2017 r. — 3agHecaruTTajlbHast
MMPOKTOIJIACTUKA.

C okTs6ps 2014 r. peGEHOK HAXOAUT-
ca B cucteMe gomainHero I1I1. Cnenyer
OTMETUTh, UYTO AEBOYKA 3a IoOj Jieuye-
HUS TeNyIJIyTUIOM IprubaBujia B pocTe
12 cm u B Bece — 5,6 k1. I[TosgBUIMCH TIEpH-
onuueckue nepepuiBbl B [1I1, koTopoe
IIO cTapTa Tepalvy IMPOBOAMIN eXeTHEB-

64

MokasaTenb AUHAMUKK Beca (Kr) HeaenbHbil 06bem MM (vAa)
%/ 18000
30 16000 - >
25 " 14000 %
12000 —
20 10000
15 s 2o
10 4000
5 2000 -
0 0
Ao Crapt Moaropna Ton Ao Crapt Moarona  Top
MNoka3aTteAb AMHAMUKKU pocTa (CM) CyTOUHbIM 06BbeM cTyAa (MA)
145 1200
140 1000
800 —
135 600 ar—
130 [ 400 -
200
125 0
Ao Crapt  Moaropa  Toa Ao Crapt  TNoaropa lop

Puc. 3. AMHaMuKa KAMHMYeckux nposieaeHun CKK y neBouku 2012 roaa poXxaeHus,
NPUHUMalOLLEN TEAYTAYTUA € aBrycta 2021 r. Ao — A0 AeueHus (peBp. 2021), CtapT —
crapt Tepanuu (aBr. 2021), Moaropa — noaroaa Tepanum (peBp. 2022), fop/year — roa

AeueHusn (aBr. 2022) [cocTtaBreHo aBTopamu] / Fig. 3. Dynamics of clinical manifestations
of SBS in a girl born in 2012 who has been taking teduglutide since August 2021. Before —
Before treatment (febr. 2021); Start — Start of therapy (aug. 2021); Six months — Six months
of therapy (febr. 2022); Year — Year of therapy (aug. 2022) [compiled by the authors]

HO, 00beM yMeHbI I Ha 25% (¢ 16 1
B Heaesto 1o 12 ). YBenuuuiics oobeM
ctyna (¢ 700 no 1000 mMJ1 B cyTKM), 3ary-
cTeJla ero KOHCUCTEeHI M. BboipaxkeHHO
CHUM3UJOCh UUCJIO aKTOB AeheKaluu
(c 10 10 4 B cyTKM), a TaK>Ke 00BEM OTIE-
snsemoro 1o ctome (¢ 1500 M go 1100 max
B cyTKHM). CylIeCTBEHHO YMEHBIIMUJICS
00beM dHTEpaJbHOro muTaHus (¢ 600 M
B CYTKU OOIIOJTHUTEIBHOTO MTUTAHUS
1o 100 M [NenTamena JIXKyHUOP), IIPA 5TOM
pacIimpuics paiivoH, peOeHOK Teperest
CO CITeIMaJN3UPOBAHHON MHINBUYaTb-
HOIt 1MeThI Ha 0011uii cToj. B utone 2022 .
IIPOBEIeHA OIepalys IO 3aKPBITHIO KOJIO-
cTOMbI. B HacTos111ee BpeMsl y 1eBOUKU
HMMEeEeT MECTO CAMOCTOsITeIbHAs NeheKalust
110 4-5 pa3 B CYyTKHU, CTYJI KOHCUCTEHIIUU
TrycTOl Kalu 6e3 MaToJ0TMUYeCKMUX Mpr-
Mece.

Jannple nepouku 2012 roga poxXIeHUS
Ha (hoHe TIpreMa TeAyTJIyTUaa B TeUeHUe
roma IpeacTaBlIeHbI Ha puc. 3.

KnuHuueckuit iMarHo3 OCHOBHOM —
CKK: BapuaHT 6€3 Tosictoit Kuiku, 100 cm
TOHKOMU TTOCJIe Ay TOJIOTUIHOM PEKOHCTPYK-
uuu o metoauke STEP.

OcJI0XKHEHM ST OCHOBHOTO 3a00JICBaHMST:
CUHIIPOM MaJibabCcopOLMU, XPOHUYECKU I
9HTEPUT Ha (POHE CUHAPOMA TOBBIIIEH-
HOTro 00CEMEHEH M1 TOHKOM KMIIIKU MaTo-
reHHol (Iopoii, HapylleHue PYHKIIUU
BEHO3HOTIO ITOPTa.

W3 anamHe3a 3a0601eBaHMST: N3HAYATBLHO
oIeprpoBaHa B IMePBBIC CYTKH KU3HU IO
IMOBOJY MHOKECTBEHHBIX aTpe3uii (Cocu-
couyHas (popma) TOHKOM KMIIKU U aTpe-
3UM TIPABOU MOJOBUHBI TOJICTOM KUIIKU
¢ nnepdopainueii mornepeyHo-o000104HOro
otaeia. 31.01.2013 r. BbITIOJIHEHA SHTEPO-
miactuka mo meroauke STEP ¢ unty6a-
LIMEeH KMIIKY Yepe3 TaCTPOCTOMY.

C 2013 r. HaX0OMJIaCh B CUCTEME JOMAIII-
Hero I1I1. B deBpane 2021 r. mpoussene-
HO yJIaJIeHWe BEHO3HOTO TIOpTa B CBSI3U
¢ HapylIeHUeM ero (pyHKIIMOHUPOBAHU S
Y BOBHUKHOBEHHMEM KaTeTep-acCOLMUPO-
BaHHOW MH(PEKIMU. YHUKAJBHOCTh Malli-
€HTKM COCTOUT B TOM, UTO B T€YEHUE MOJTY-
roja o ctapTa TapreTHOM Tepanuu oHa
Oblj1a JIMILIEeHa BO3MOXHOCTH MPOBEACHU ST
I1I1, B cBS13u ¢ ynaJieHUeM UHPUITUPOBAH-
Horo KaTtetepa u norepeit LIB/I s cmeH-
HoOro Karetepa. B cBs3u ¢ a3TUM ponurtenun
OpraHu30BaJIv AJIsI Hee YacThie TIPUEeMBbI
MUIIK MaJIeHbKUMU TTopuusiMu (1o 20 pa3
B CYTKU 4epe3 KaXIble MoJI4aca), 4To ObIIo
MMPOAUKTOBAHO MOTPEOHOCTHIO peOGeHKa
B ycioBusx orcytctus [T n Hanmanem
NeMITUHT-cuHApoMa (CTyJl Haboaaacs
MpaKTUYECKH Yepe3 Kaxabie 1-2 mpruema
nutaHust). [ToMUMO OTCYTCTBUS TPUOABKU
Macchl Tea (¢ 2019 mo 2021 r. Bec cocTtaB-
Js131 19 KT), B CBSI3U C YACTBIMM OCTPBI-
MU pECIUPaTOPHBIMHU 3a00JIEBaHUSIMU
(OP3) neBouka peryJsipHO Tepsijia B Bece
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o 500 r mocyie KaxXXa0ro 31Mu30aa mpo-
ctrynsl. C MOMEHTa cTapTa Tepaluu
TeAYTAYTUIOM POAUTEIN OTMETUIH
3HaAYUTEJIbHOE CHUXeHUe yacToThl OP3,
a TaK>Ke cepbe3Hylo TpubaBKy B Macce
Tesa (Ha 5 kr). [lTomumo aToro, y neBou-
KW 3HAYUTEJbHO CHU3UJIOCh YUCIIO aKTOB
nedexanuu (10 3-4 B CyTKU) U IPOU30-
111JIO 3aryCcTeHUe KaJOBbIX Macc (MMEHHO
3THUM MOXHO OOBSICHUTh BhIpaKeHHOE
CHMXeHMe o0beMa CTyjla, TakK KaK CToMa
y pebeHKa oTCyTCTBYeT) (puc. 3).

Kpome Ttoro, ponuTenu ormMevdaroT
YMEHbIIIeHNE YaCTOThl U MHTEHCUBHO-
CTHU SIBJICHU# MeTeopusma. [Ipounsonnio
CHUXXEHUE 00bEMOB CIIeLINaTN3UPOBaH-
HOro sHTepajbHOro nutaHus (c 800 ma
B CyTKM — cMmech [lenramen JIxxyHuop +
HeoxkeiliT JI)XyHHOp KaK JOMOJHUTEIbHOE
nutanue, 10 500-600 MJ1 B CyTKH — CMeCh
TlenTameH JI>KyHHOp KaK JOMOJHUTEb-
HO€ MUTaHUe) U pacliupeHre palluoHa
3a cyeT 100aBJIEHU S OBOIIHBIX CYIIOB, pary
U ¢ppykToB. Kpome TOro, 0oTMe4eHO MOBbI-
IIeHue UMMYHUTETa, 4YTO BBIPA3UJIOCh
B CHUKEHHMM YaCTOTHI MHTEPKYPPEHT-
HBIX 3a0oneBanuii (¢ 10-12 no 3-4 B ron),
YIYYIICHUU CAaMOYYBCTBHS U ITOBBIIICHU T
(GU3NYECKO aKTUBHOCTH.

Tak>xe MHTepec MpeAcTaBIsIeT TUHA-
MUKa COMAaTUYEeCKUX MMoKa3aTeeid
M KJIMHUYEeCKUX NIPOsIBIIEHN ] 3ab0JieBa-
Hus y Majbuuka 2015 roga poxneHus,
MPUCTYMUBIIETO K MpUeMy TeAYTJIyTU 1A
B ssHBape 2022 .

KnuHuyeckuit n1MmarHo3 OCHOB-
Holi: «CKK, Bapuant — 120-140 cm
ToHKOI KMIKHU (mocyue 05.08.2020 r.)
NPU OTCYTCTBUM TOJICTONW KHIIKH.
TacTpouHTecTUHAILHOE HEPOMBIIIIEY-
Hoe 3a00JieBaHME: aTaHTJIMO3 TOJICTOU
KWIIKHW U JUCTAJIbHOTO OTAEeJa MOJ-
B3JIONTHOI KMIIKY, 04arOBBIif TUTTOTaH-
IJIM03 TOHKOW KUMKW, COCTOSTHHE TIoCIIe
MHOTOKPAaTHBIX OITepariuii».

OcJiokHEeHHEe OCHOBHOrO 3a00jeBa-
HMUSI: HOCUTEJb FacCTPO- U SHTEPOCTOMBI,
nepucToMalbHbIt MHOUIBTPAT U AepMa-
TUT; BPO3UBHBII MPOKTUT, XpOHUYECKAST
KHUIIeYHasl HeMPOXOIMMOCTbh; Malbabd-
copOLMs, MATBHYTPULIM ST, MAJIbJIUTE -
ctusi. HyTpuTuBHAs HEIOCTAaTOUHOCTh
1-if cTereHu; XpOHUUYeCKass MHOTO(DaKTop-
Hast aHeMHUsl CPeAHEl CTEIIeH! TSIKECTH,
MeTabonndeckoe 3a001eBaHEe KOCTHOM
TKaHU; TPOMOOTUYECKHE KaTeTep-acco-
UM POBAaHHBIE OCTIOKHEHMSI.

ConyTCTBYIOIINIA: HOCUTENb TYHHE -
poBanHoro LIBK Broviac.

M3 anHamHe3a 3a00JieBaHUSI: MHOTO-
KpaTHO OIepupoOBaH MO MOBOMLY racTpo-
MHTECTUHAJIbHOTO HEAPOMBIIIIEUHOTO
3a00€BaHM ST — araHIJIMO3a MOAB3I01I-
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Puc. 4. AMHaMUKa KAMHUYecKuX nposiBaeHuit CKK y manbunka 2015 roaa poXkAeHus,
NPUHUMAIOLLLETO TEAYTAYTUA ¢ AHBapA 2022 r. Ao — A0 AeueHus (aBr. 2021), Ctapt —
ctapt Tepanum (peBp. 2022), Morropa — noaropa Tepanuu (aBr. 2022) [cocTaBAE€HO

aBTtopamu] / Dynamics of clinical manifestations of SBS in a boy born in 2015 who has
been taking teduglutide since January 2022. Before — Before treatment (aug. 2021);
Start — Start of therapy (febr. 2022); Six months — Six months of therapy (aug. 2022)
[compiled by the authors]

HOW U TOJICTOU KUIIKU C UCXOIOM B
CKK. B Teuenue 5 neT mosydaeT jedeHue
B cucteme nomaiiHero I1I1. Manbuuky
JOCTaTOYHO JUTUTETbHOE BPEM s HE MOTJIN
HavyaTh TepaIlnio U3-3a YaCThIX DHTEePU-
TOB, B TOM YKcJie TpuOKoBbIX. [ToMmuMo
3TOTO, Yy peOeHKa MPaKTUYECKU OTCYT-
CTBOBAJI CAMOCTOSITEJIbHBIN CTYJI (CO CJI0B
poautenei, 1 pa3 B Mecsi] MOTJIO HaOJI10-
IaThCs OTAEJICHUE CIU3UCTOrO COMeP-
KMMOTO 00beMOM 5 MJI ITOCJIe YCUJIeH-
HOTO HAIIPSKCHUS OPIOIITHON CTEHKM).
I1o cToMe TIpu 3TOM OTHENISJIOCH 10 1 JT
B cyTKH. Kpome Toro, MaJIbuMK cO3Ha-
TEJILHO OTKAa3bIBAJICS OT IIEpOPaJTIbHOTO
MUTAaHUS B TeYeHUE THsI, COTJIalIasiCh
MPUHUMATH €T0 TOJIHKO IO BeuepaM.
3a 1moJjiroma Tepanuy TeAYIYTUIOM Bec
pebeHKa yBeJauuuiIcs Ha 2,5 Kr, mpudaBka
B pocTe cocTaBuiia 5 cM (puc. 4).

HesHauuTenbHO CHU3UIM 00BEM BBO-
numoro ITIT (¢ 1200 mo 1100 ma B cyTKH),
MPY 3TOM BBIPaXkeHHO YMEHBIIMJICS 00beM
otaensemoro mo ctome (¢ 1000 mo 600 M
B CYTKH) U, YTO HEMAJIOBAXXHO, TTOSIBUII-
Csl eXKEeTHEBHBIN CAMOCTOSITEILHBIN CTYI
(mo 20 M1 B 0O0BbEMeE eXKeTHEBHOM mede-
Kauuu). B ¢BSI3M ¢ pacimimpeHueM paum-
OHa U HOpMaJin3alueil pexxnma nmura-
HUS (pacuipeHue crelnaaiu3upoBaHHON
WHIWBUAYAJTbHON TUETHI 32 CUeT OTpyOeit
U (PPYKTOB B HEOOJBIIUX KOJTUUYECTBAX)
ObIJIO MPUHSITO pellleHe YMEHBIIUTD
00beM TOMOJTHUTEIBHOTO SHTEPaJIbHO-
ro nutanus (¢ 600 M1 B cyTku 10 100 M
Heoxkeiita JIxxyHuop).
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PesroMupys pe3yabTaThl, MOXXHO OTME-
TUTH CJEIYIONINE CYIIeCTBEHHBIC M3MEHE-
HUS B COCTOSTHUU JETEM:

1) mocteneHHOe CHUXeHUE oO0beMa
u Kajiopuit, nocrynatwotiux ¢ I1I1;

2) pacliMpeHue pallioHa MUTAHUS,
MOCTENEHHOE CHUXEHUE HEOOXONMMOCTH
crielMaJbHOro MPUrOTOBJICHUS MUIILH,
OTAEJIbHOTO OT APYTUX UJEHOB CEMbH,
nepexoi Ha OO CTO;

3) u3MeHeHMe KOJIMYECTBA U KOHCHU-
CTEHIIMHU CTyJa (CHUKEHUE Ynca nede-
Kaluii, 3aryeHne KOHCUCTEHIIUY CTYJIa,
BO3BpallleHNEe K (PU3NOTOTNIECKOMY aKTy
nedexanu: 3aKphITHe KOJIOCTOMBI — KJTH-
HUYECKUU ciyyaii 2);

4) CHUXEHUEe Yucjga peuuauBoOB
D-nakraTanmmno3a u AeTUApaTaIUil;

5) UBMEeHeH e BECOPOCTOBBIX ITOKa3aTe-
Jeit (mpubaBKa B Bece U pocTe);

6) TOBBIIIIEHKE 3aIIUTHBIX CHJI OPraHU3-
Ma (CHUXKEHME YaCTOThl MHTePKYPPEHT-
HBIX 3200JIeBaHU i1, TOBbIILICHUE (hU3nYe-
CKOIf aKTUBHOCTH, yIyUIlIeHHEe OOIIeTro
CaMOYYyBCTBHUSA);

7) ynydiieHue KadyecTBa XKM3HU Talli-
CHTa;

8) yiyuiieHue KauyecTBa XU3HU POIU-
TeJeu.

Bo Bcex cyyasix B mepBble THU MTPU-
MEHEeHMUS TeNYTIIYTHIa OTMeYaIuCh SITU-
3oMYeckue 601 B XKMBOTE, KOTOPbIE
KYyIUpOBaJuCh yepes3 2-3 Henenau 6e3
nociuenyouiero nosropeHusi. Uuoix HA
y MalMeHTOB 3a BeCh MEPUO MpUeMa Ipe-
naparta He HabJI101aJI0Ch.
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Facrpoanreponorun. lenaronorun

Ilpu 5TOM HEOOXOAMMO YUUTHIBATD,
YTO KaXIblii pe0eHOK MHIUBUIYaJIEH.
NHauBUIyaIbHOCTD TTPOSIBISIETCS KaK
B CITOCOOHOCTHU M CPOKaX KUIIEUHOU
ajanTaluu, Tak 1 B OTBETE Ha TepaIuio
U, COOTBETCTBEHHO, TOCTUXEHUU U CTa-
OMJIBHOCTH pe3yibTara.

3axKAaloueHue

PannoHanbHas TakTHKA JJeYEHU ST ALlU-
eHTOoB ¢ CKK 1 KOMITJIEKCHBIN MYJIBTU-
IUCUUITIMHAPHBIN MOIX0M CITOCOOHBI
YJYUIIUTh KAYECTBO XXU3HU OOJbHBIX
9Tol martoJioruei. MccanenoBaHusIMU
JI0Ka3aHOo M Ha MpaKTUKe MOATBEPXKIEHO,
YTO TEAYTIYTUI — aHAJIOT YEJIOBEUECKOTO
I'TITI-2 — no3BoJIIET YMEHBIIUTb 00bEM
notpebyseHus 111 u Bpemsa undysuii
y IeTeil U B3POCJIbIX, a TAKXe JOCTUYb
MOJHOW 3HTEepabHONW aBTOHOMMUMU.
BoabIIMHCTBO MOOOYHBIX SIBJICHUI, CBSI-
3aHHBIX C Tepanueit TeAyrayTUaI0M, ObLIN
JIETKOM MJIU CpeIHEel CTeIEeHU TIKECTU
Y TIPOSIBJISLIMCh B OCHOBHOM a0IOMUHAIb-
HBIMU OOJIIMU, KOTOPbIE ObIJIN BIOJHE
oxumaembl mpu CKK. Takum obpazom,
MHOTOYUCJIEHHbIE UCCEN0OBAHUS U Pealib-
Hasl KJIMHUYecKas MpakTukKa rnokasaau
3¢ (PEKTUBHOCTD TEAYTIYTHUIA B Jieue-
HUU MallMEHTOB C CUHJIPOMOM KOPOTKOM
kuiky. [l

KOHOAUKT MHTEPECOB. ABTOpbI cTaTbK
MOATBEPAUAW OTCYTCTBHE KOHOAMKTA UHTEPECOB,
0 KOTOPOM HE0BX0AUMO COOBLLNTD.

CONFLICT OF INTERESTS. Not declared.

Autepatypa/References

1. Pironi L., Arends J., Baxter J., et al. ESPEN
Endorsed Recommendations. Definition and
Classification of Intestinal Failure in Adults //
Clin Nutr. 2015; 2 (34): 171-180.
https://doi.org/10.1016/j.clnu.2014.08.017.

2. Weih S., Kessler M., Fonouni H., Golriz G.,
Hafezi M., Mehrabi A., Holland-Cunz S. Current
Practice and Future Perspectives in the Treatment
of Short Bowel Syndrome in Children —

A Systematic Review // Langenbecks Arch Surg.
2012. Vol. 397, Is. 7. P. 1043-1051.
https://doi.org/10.1007/s00423-011- 0874-8.

%)

. Sulkowski J. P., Minneci P. C. Management
of Short Bowel Syndrome // Pathophysiology.
2014. Vol 21, Is. 1. P. 111-118.

N

. McGee D. C., Gould M. K. Preventing
Complications of Central Venous
Catheterization // N EnglJ Med. 2003.
Vol. 348, Is. 12. P. 1123-1133. DOI 10.1056/
NEJMra011883.

66

5. Revestive (Teduglutide) Summary of Product
Characteristics. Shire Pharmaceuticals Ireland

Limited, 2019.

(=2}

. Kocoshis S. A., Merritt R. J., Hill S., et al. Safety
and Efficacy of Teduglutide in Pediatric Patients
with Intestinal Failure Due to Short Bowel
Syndrome: A 24-Week, Phase 111 Study //

J Parenter Enteral Nutr. 2019. Vol. 44, Is. 4.
P. 621-631. https://doi.org/10.1002/jpen.1690.

~

Norsa L., Lambe C., Abi Abboud S., et al. The
Colon as an Energy Salvage Organ for Children
with Short Bowel Syndrome // Am J Clin Nutr.
2019. Vol. 109, Is. 4. P. 1112-1118.
https://doi.org/10.1093/ajcn/nqy367.

oo

. Cocnosckas E. B. CoBpeMeHHbIE BO3MOX-
HOCTH (hapMaKoTepanuu MalueHTOB C CHH-
JIPOMOM KopoTKoii Kuiiku // BectHuk Cypl'Y.
Menuuuna. 2021; 4 (50): 26-30.
https://doi.org/10.34822/2304-9448-2021-4-26-30.
|Sosnovskaya E. V. Modern possibilities of
pharmacotherapy of patients with short bowel
syndrome //Vestnik SurGU. Meditsina.

2021; 4 (50): 26-30. https://doi.
org/10.34822/2304-9448-2021-4-26-30.]

o

. Asepoanosa 0. B., Bamoipuwun U. M., lemko A. E.,
Hesanosa I E., Heawkun B. T., Kocmiouenxo JI. H.,
Jlanuykuii A. B., Jleiidepman HU. H., Jlypm B. M.,
Maee U. B., Huxumun U. I, Hoepy3zoexose M. C.,
IHoayskmosa E. A., [Tomanos A. JI., Coimos A. B.,
Tpyxmanoe A. C. KnuHU4YeCKH1e PEKOMEH-
nauuu CeBepo-3anaaHoil accoluanum
MapeHTepaJbHOTO U SHTEPAJIbHOTO MUTAHUS,
Me:xperuoHaJbHOI accolMaluy O HEOTJIOX-
HOU xupypruu, Poccuiickoit racTposHTepoI0-
ruyeckoi accounanumn, Cowosa peadbuanToao-
ros Poccun u Poccuiickoro TpaHcmiaHTanu-
OHHOTI'O 001IECTBA 10 TUATHOCTUKE U JIEYUEHUIO
CUHAPOMA KOPOTKOM KMIIKY C KUIIEUHOMN
HEJ0CTAaTOYHOCTBIO y B3pocibix // Poccuitckuit
KYpPHaJ TaCTPO3HTEPOJIOT UM, FeNaToI0ruu,
KoJsionpokTosioruu. 2022; 32 (1): 60-103. https://
doi.org/10.22416/1382-4376-2022-32-1-60-103.
[Averyanova Yu. V., Batyrshin I. M., Demko A. E.,
Ivanova G. E., Ivashkin V. T., Kostyuchenko L. N.,
Lapitsky A.V., Leiderman I. N., Luft V. M., Mayev 1. V.,
Nikitin I. G., Novruzbekov M. S., Poluektova E. A.,
Potapov A. L., Sytov A.V., Trukhmanov A. S.
Clinical recommendations of the North-Western
Association of Parenteral and Enteral Nutrition,
the Interregional Association for Emergency

Surgery, the Russian Gastroenterological

Association, the Union of Rehabilitologists

of Russia and the Russian Transplantation Society
for the Diagnosis and Treatment of Short Bowel
Syndrome with intestinal failure in adults //
Rossiyskiy zhurnal gastroenterologii, gepatologii,
koloproktologii. 2022; 32 (1): 60-103. https://doi.
org/10.22416/1382-4376-2022-32-1-60-103.]

CeepeHun 06 aBTopax:

Enena I1aBnosua Tponuna, neduamp,
2NABHbLI BHEUMAMHDYLI CNeYUaNUucm

1O NAAAUAMUBHOU MEOUUUHCK O NOMOUU
demsam [enapmamenma 30pagooxpaHerus
Tromenckoit obaacmu, pykogoodumens

Llenmpa nasruamueroi nomouwsu demsm
Tocydapcmeennoeo agmonomMHo20 yupescoenus
3dpasooxpanenus Tomenckoi obracmu
Jlemckuii neue6HO-peabusumayuoOHHbLI

yenmp «Hadexcoa»; 625043, Poccus, Tromens,
Cnassanckas, I; tep_1962@mail.ru
3maHoBcKasi Bepa AnaTosibeBHA, K. M.H.,
Hegpoa0e, 2AA6HbLI GHEWMAMHbLI CHEYUANUCT
no peabusumayuu demeii lenapmamenma
3dpasooxpanenus Tomenckoii obracmu,
enasHbiil epayv locydapcmeenno2o agmoHomHo-
20 yupexcoeHus 30pasooxpanerus Tromenckoil
obaacmu Jlemckuii neve6Ho-peaburumayu-
OHHbLIL yenmp «Hadexcoa»; 625043, Poccus,
Tromens, Crasanckas, 1; 9798603@mail.ru
Information about the authors:

Elena P. Tropina, Pediatrician, Chief Freelance
Specialist in Palliative Care for Children of the
Department of Health of the Tyumen Region,
Head of the Center for Palliative Care for
Children at the State Autonomous Healthcare
Institution of the Tyumen Region Children's
Medical and Rehabilitation Center "Nadezhda";
1 Slavyanskaya, Tyumen, 625043, Russia;
tep_1962@mail.ru

Vera A. Zmanovskaya, M D, neurologist,

Chief Freelance Specialist in Rehabilitation

of Children of the Department of Health of the
Tyumen region, Chief physician of the State
Autonomous Healthcare Institution

of the Tyumen Region Children's Medical and
Rehabilitation Center "Nadezhda";

1 Slavyanskaya, Tyumen, 625043, Russia;
9798603@mail.ru

IocTynuna/Received 16.11.2022
IpunsTa B neuats/Accepted 23.12.2022

JIEYALLIMU BPAY, TOM 26, Ne 2, 2023, https://journal.lvrach.ru/



