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CuHIPOM KOPOTKOHi KMHIKH — peIKOe XPOHHYECKOe MHBAIMIM3MPYIOIee M NMOTEHIMAJILHO ONACHOE /IS KH3HM COCTOSIHME,
NpPH KOTOPOM OPraHu3M pedeHKa He MOXKeT YCBOUTH U3 MUK A0CTATOYHOE KOJIMYECTBO MUTATEIbHBIX BEIECTB U3-3a NOTepu a0copo-
HUOHHO# COCOOHOCTH KHMIIeYHUKA. B pagoTe mpeacTaBiieH PerMOHAJbHBIN ONBIT BEJEHUS JeTeil ¢ CHHIPOMOM KOPOTKOIi KUIIKH,
BKJII0YAS] KOHCEPBATHBHOE M ONEPATHBHOE JIeYeHHe, C AHAJIM30M BeIyIMX MPUYMH, MPOTHOCTHYECKHX (DAKTOPOB, CPOKOB JOCTH-
JKeHUs1 KHIIEYHO! ABTOHOMMH, OCJIOXKHEHHIA U KaTaMHe3a.

Ienb ucciienoBanusi. AHAJIN3 CJIyYaeB Pa3BUTHS CHHIPOMA KOPOTKOI KHILIKH Y JeTeii IJisl yIydileHusi KayecTBa OKa3aHUs MeIUIHH -
cKkoii oMoy aetsm B Pecnyosmke Tataperan u 0mKailMx peruoHax.

Marepuaisi 1 MeToAbI. /L1l TOCTHXKEHHUSI IOCTABJIEHHO¥ 11e/1M NPOBEJIEHO OIHOIIEHTPOBOE PETPOCHIEKTUBHOE UCCIeioBaHue 22 cIy-
YyaeB Pa3BUTHS CHHAPOMA KOPOTKO# KHIIKH Y JIeTeii, MOJyYMBUINX JieYeHHe B XUPYPrHYeCKOM OTIeJeHUN Jisi JAeTeil PAHHEro BO3-
pacra JleTcKoii pecimy0JIMKaHCKO# KINHHYECKO#i 00JbHUIBI ¢ ceHT0ps 2014 1. mo Hos0ps 2021 1.

Pe3ynsrarsl. [lppunnamu pa3BuTHs CHHIPOMA KOPOTKOIl KHIIKK B MCCJIEJ0OBAHUM ObLTH BPOXKIEHHbIEe MOPoKHu pa3utus y 7 (32%)
JieTeil, HeKPOTH3UPYIOIIHIA SHTEPOKOIMT Y 5 (23%), 3aBopoT ToHKoii Kk (cunapom Jlenna) y 4 (18%), me3enrepaibHblii TpoM003
y 4 (18%) u 60ne3ub Tupmmpynra y 2 (9%). K KoHiry nepBoro roza nocJjie nocTaHOBKH quarHo3a y 17 nereii 10CTUIHYTa KAIIEYHAS
aBToHOMHus. JleTajabHOCTh cocTaBuia 9% (ymepau 2 aeteii), 3 nereil HyKIAIOTCS B IAPEHTEPAILHOM MUTAHUU.

Karouesvte caosa: demu, cuHopom KopomKoi KUWKU, KUEeHHAs: HeA0OCMamo4HOCb.

Ansa untuposauns: Kamanosa A.A., MNMoalwmsanuH A.A., Careesa I.U., [lpyxkoBa 8.3. PernoHasbHbIi OrbIT Ie4eHUs AeTel C CUHAPOMOM KO-
POTKOV KnLku. Poc BecTH nepuHaton v neamarp 2022; 67:(5): 231-236. DOI: 10.21508/1027-4065-2022-67-5-231-236

Short bowel syndrome is a rare, chronic, debilitating, and potentially life-threatening condition in which loss of intestinal absorption
capacity deprives children of the ability to absorb sufficient nutrients from the food they consumed. The authors describe regional
experience of treating children with short bowel syndrome, which includes conservative and surgical approach, with an analysis
of the leading causes, prognostic factors, timing of achieving intestinal autonomy, complications and catamnesis.

Purpose. The study aims at analyzing cases of short bowel syndrome in children in order to improve the provision of medical care
for children in the Republic of Tatarstan and the nearest regions.

Material and methods. Single-center, retrospective study was conducted of 22 cases of children with short bowel syndrome who
received treatment in the surgical department for young children in the State Autonomous Healthcare Institution Children’s Repub-
lican Clinical Hospital of the Ministry of Health of the Republic of Tatarstan for the period September 2014 till November 2021.
Results. The most common cause of intestinal resection in the study group were: congenital malformations in 7 children (32%),
necrotizing enterocolitis in 5 children (23%), small intestine malrotation (Ladd’s bands) in 4 children (18%), mesenteric thrombosis
in 4 (18%), Hirschsprung’s disease in 2 children (9%). By the end of the first year after diagnosis, intestine self-regulation was
achieved in 17 children. The mortality rate was 9%.

Key words: children, short bowel syndrome, intestinal failure.
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OIepaTUBHBIX BMEIIATEILCTB HAa TOHKON KHIIKE
nproOpeTaeT Bce OOJNBIIYIO0 aKTyaJIbHOCTb, YTO CBSI-
3aHO C BO3pacTaHWEeM TPeOOBAHMI K KaueCTBY OKa3aHUs
MEIUIUHCKOM U OCOOEHHO XUPYPIMYECKO ITOMOIIIH.
TToMolip TakuM MaLMEHTAM JOJDKHA 3aKJII0YaThCs
He TOJBKO B JIYEHUM OCHOBHOTO 3a00JIeBAaHUSI U €Tro
OCJIOXKHEHUIA, HO U B TOCTIKEHUU OJIAarONPUSITHBIX OJIN-
SKAWIIX U OTHAJEHHBIX (PYHKIIMOHAIBHBIX PE3yJIBTaToOB,
a TakKe MOJDKHOTO YPOBHST KadyecTBa KM3HU OTEPHUPO-
BaHHBIX JIETE.

Y  370poBBIX JeTell 3HAYMTENIbHOE KOJIMYECTBO
MUTATEIbHBIX BEIECTB BCACBHIBAETCSI B TOLLEH KUIIKE,
a abcopOumsT BoAbl, HATPUS M COJIEH XXequm HauboJjiee
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3((EKTUBHO TIPOUCXOAUT B TOMAB3IOIIHOM M TOJCTOM
KHUIIKaX. ¥ TalMeHTOB ¢ CHMHIPOMOM KOPOTKOW KHWILIKH!
3TOT npolecc u3meHeH. CUHIPOM KOPOTKOM KUIITKU — 3TO
CHUMITOMOKOMIUIEKC XPOHUYECKUX PACCTPOMCTB, KOTOPbIiA
pa3BUBaeTCs y OOJIbHBIX B pe3yJIbTaTe XMpypruaeckoro yua-
JIEHUST OOJIbIIIEH YacTW TOHKON KWIIKW WX MPU UCKITIO-
YEHUM TOHKOW KHIIKWA M3 TPOLECCOB TepeBapUBaHUS
U BCcacbIBaHMSI, TIPU 00OPa30BAaHUM MEKKUIIEUHBIX CBUILIEH
WY HaJIOKEHWM aHACTOMO3a MEeXIy BEpXHUMU OTAeIaMu
TOHKOM KMIIIKU U TOJICTOM KuIikoii [1]. YacTora pa3Butus
CHHJIpOMa KOPOTKOI KHWIIKHK B 1I€JIOM COCTaBJISIET OKOJIO
3—5 HOBBIX CJIy4aeB B IOl Ha 1| MJTH HOBOPOXIEHHBIX [2].
JletanbHOCTb MPU CUHIPOME KOPOTKOI KUILIKU COCTABJISIET
ot 11 no 37,5%, onHako B TocjeqHee BpeMs, IO JaHHBIM
JINTEpaTyphbl, BbIKMBAEMOCTb M afanTallvsl TaKuxX JIeTeit
YBEJIUIMINCH [3].

VY GosbIIMHCTBA MALIMEHTOB C CUHAPOMOM KOPOTKOM
KWIIIKU BO3HUKAIOT OCTPbIe M XPOHUYECKHE OCJIOXHE-
Hus. OCHOBHbIE U3 HMX — CTOWKas auapesi, Hapylle-
HUS BOTHO-3JIEKTPOJUTHOTO OajaHca, 1epUIInT OeIKOB,
YIJIEBO/IOB, XKMPOB, BUTAMUHOB, COJIEH XeJ4d U MUKPO-
3JIEMEHTOB, OTCTaBaHUE B (PM3MUYECKOM Pa3BUTHU, 3a00-
JIeBaHMSI TIeyeHu, aucOuo3 kuineuyHuka [1]. TsokecTb
KJIMHWYECKUX MPOSIBIEHU 3aBUCUT OT alanTallMOHHBIX
BO3MOXKHOCTeI KuileuHuka. KwuieuHasr apanramus —
3TO CJOXHBI MHOTO(AKTOPHBINA IIPOIECC, BKIIIOYAIO-
IIKUI KaK CTPYKTYpHBIE, TaK U (PyHKIMOHAJIbHbIC U3ME-
HEHMS B OCTaBILIEHCS YaCTU TOHKOU KUIIIKY Y MAlIMEHTOB
C KMIIEYHO HETOCTaTOYHOCThIO, BEMYIIUi K TTOCTETIEH-
HOMY YBEJIMYEHUIO aO0COpOILIMM TUTATEIbHBIX BEIIECTB
B KHUIIIEYHUKE M CHUXXKEHUIO MOTPEOHOCTU B TapeHTe-
paibHOM muTaHuu [4]. B ocHOBe KuIlleuHOI aganTaluni
JIEXKUT pa3BUTHUE 1IEJIOTO psila KOMIIEHCATOPHBIX MeXa-
HU3MOB, KOTOpPbIE YJy4lllaloT a0COPOLIMOHHYIO CMOCO0-
HOCTh KHMIIIEUHWKA TIOCJIe Pe3eKIMU, B TOM UYKCIIe yBe-
JIMYEHWE MacChl U TIJIONIAAM TTOBEPXHOCTH KMIIIEUHUKA;
npoiudepalusi SHTEPOLIUTOB U KJIETOK KPUMT; YBEJIU-
YeHUEe BBICOTHI BOPCHMHOK W TJIYOMHBI KPUIIT; pa3BUTHE
TUTIePIUIa3UU U TUTIEPTPOM UM TIaAKUX MbILII] [5].

B oteuecTBeHHOI IUTEpaType MMeeTCsl OrpaHUYeH-
HO€ YMCJIO paboT, MOCBSIIEHHBIX aHAIU3Y CIyvyaeB pas-
BUTHSI CUHIPOMA KOPOTKOM KHUIIIKH y feTeit [6—8].

Ilean uccaenoBaHus: aHaIU3 CIydyaeB pa3BUTHSI CUH-
JIpoMa KOPOTKOM KUILIKM y JeTeil sl COBEpIIEHCTBOBA-
HUs OKa3aHUSI MEIUILIMHCKOW TTOMOIIHM aeTsiM B Pecry0-
ke TarapcraH v OnMKanlIIMX pernoHax.

XapaktepucTtuka aeter u MeToAbl UCCeaoBaHNS

WccnenoBanme TpoBOOWIOCH Ha 0a3ze XUpyprude-
CKOTO OTHEJICHMST IS AeTeil paHHero Bo3pacTa JleTckoii
pecnyoJIMKaHCKOM KITMHUYECKOW 0obHUIIbI MUH3IpaBa
Pecniyonuku Tatapcran ¢ centsiops 2014 . mo HOsIOpb
2021 . B uccnenoBanue Bouu 22 nanueHrta (13 neBo-
yek, 9 MaJbuMKOB) C JMAarHO30M CUHIPOM KOPOTKOM
kuiku. JloHomeHHbIX Obl1o 17 nereid, HEIOHOIIEH-
HBIX — 5 (cpenHuii cpok rectaumuu 35+0,7 Henm). Ome-
paTUBHOE JIeYeHUEe — pe3eKLUsI IO TOBOAY TPUYMH,

OBMEH OlbITOM

MPUBEIIINX K PA3BUTHIO CUHAPOMA KOPOTKOM KUIIKU, —
OBbUTO TPOBENEHO B CpOKU OT 1 cyT XuszHu a0 291 cyt
Mocjie POKACHUS, dJallle BCEro OTepaTUBHOE JIeUYeHHE
MPOBOIMJIOCH B HeOHaTaJdbHOM mepuone — y 19 (86%)
JIeTeit; 3 meTsaM omnepaTUBHOE JiedeHHe OBLIO MTPOBEIECHO
B Bo3pacte | mec 2 nHs, 1 mec 10 gHeit u 10 mec. YMmepau
2 pebenka B Bo3pacte 9 u 10 mec. Pe3exkmust ToIbKO TOH-
KOU KWIITKY Obla mpoBeneHa y 18 (82%) nereit, pe3ek-
111sI TOHKO# M ToJicTol Kuillok — y 4. [1pu aHanm3e naH-
HBIX UCITOTh30BAJIN OMUCATETbHYIO CTATUCTUKY, BKITIOYAST
cpemHee W CTaHAApTHOE OTKJIOHEHWE, PacCUMTaHHOE
JUTSI HETIPEPBIBHBIX TIEPEMEHHBIX.

Pe3ynbTathl M 06CcyxaeHue

Bonbinas yacth 3a001€BaHU, BEAYIINX K PA3BUTUIO
CUHIpOMa KOPOTKOM KUIIIKM Y HOBOPOXKIEHHbIX, 3aKja-
NbIBA€TCSI BO BHYTpUYTpOoOHOM mepuone. Ilo Hammm
JMaHHBIM, TIPUYMHAMM Pe3eKIUM KUIIEeYHWKA Yy Talk-
€HTOB OBbLIIM BPOXIEHHBIC TOPOKU PA3BUTHSI, aTPe3usl
TOHKOU KUIKU — y 7 (32%) nereit, HEKPOTUZUPYIOIITUIA
SHTEPOKOJUT — y 5 (23%), 3aBOPOT TOHKOW KMIIKHU
(cungpoM Jlemna) — y 4 (18%), Me3eHTepaIbHBIN TPOM-
603 — y 4 (18%) n 60ne3ub [upmmpyara — y 2 (9%).
B nurepatype BcTpewaroTcsli TIpOTMBOpPEUYMBBLIE JaHHbBIE
O CTPYKType TIepBUYHBIX IMAarHO30B TIPpU CHUHAPOME
kopotkoit kuiiku. [To mHeHuto S. Weih u coaBt. [9],
HEKPOTU3UPYIOIIUI 3SHTEPOKOJUT CIYXKUT Hauobosee
YacTol MPUYMHON CUHAPOMAa KOPOTKOM KUIIKU C YacTO-
Toit oT 14 10 43%. I1o MTaHHBIM IPYTHUX aBTOPOB, JTUIUPY-
IOIIYIO POJTb CPEeIU TTPUYMH CUHIPOMA KOPOTKOM KUIITKU
3aHMMaeT ractpoiusuc. Tak, B paboTe, BBITTOJTHEHHOM
COBMECTHO KJIMHUKOWM JeTCKOil Xxupyprum ManreiimMa
yHuBepcurtera laiinennbbepra (Iepmanus) n kadenpoit
JIETCKOW XUPYPTUM BallKupcKoro rocyaapcTBEHHOTO
MEIUIIMHCKOTO YHUBEpCHUTeTa, HauboJjee 4yacToi IMpU-
YUHOW CHHApPOMa KOPOTKOM KHUIIKW OBbLI TacTPOIIN3UC
(31,43%), a Ha BTOPOM MeCTe OoKa3ayicsl HEKPOTU3UPYIO-
muii aHTepokoauT (22,86%) [7]. N3yueHue sTHONOTHU-
YeCKOW CTPYKTYpPbl CHHApPOMa KOPOTKOM KUIIKW Mpe.-
CTaBJISIET HEOTHEMJIEMYIO YaCTh KITMHUYECKON TTPaAKTUKU.
F. Demehri u coast. [10] ycTaHOBWJIM, YTO TAlIMEHTHI
C BHTEPOKOJIUTOM TIPY HAXOXKIEHUN Ha MapeHTepaTbHOM
nuTaHuu 0oJiee rofa UMeIU XOPOIInid TPOTHO3. ABTOPBI
MPEATTOJOXWIN, YTO Y KMIIIEYHWKA, OCTABIIETrOCs Mociie
OTEepaTUBHOTO JIEYEHUSI HEKPOTU3UPYIOUIETO BHTe-
POKOJINTA, MMeEETCsT OOJIbIINI TIOTEHUMWAl KWIISYHOM
ajanTaiuu, 4eM Toce pe3eKIMu Tpu Apyrux 3abose-
BaHMsIX. [Ipu 3TOM cienyer OTMETUTb, UYTO TPU TacTpPoO-
IIM3KUCE, OCOOEHHO CBSI3aHHOM C aTpe3ueil KUIeYHUKa,
MPOTHO3 B OTHOIIEHUU CPOKOB MOCTMKEHUS KUIIEYHOM
anarnraiuu 0ojee HeOJIAroNnpUsITHBIN, YeM TpPU JAPYTUX
BPOXXACHHBIX MOpPOKaxX pa3BUTHsI. YaCTUYHO 3TO MOXET
OBbITh OOYCJIOBJICHO HAapyIIEHUEM MOTOPUKHU KEIyn04-
HO-KMIIIEYHOTO TpaKTa, 4acTO HabJIIolaeMbIM y MIaJIeH-
1IeB C TacTPOIIM3MCOM, UTO TIPEACTaB/IsieT COOOii elle
OJIHO TIPETSITCTBME HAa TYTU K YCTIEHIHOMY TIEpexXoay
Ha 3HTepajbHoe nutaHue [11].
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MenaunaHa Bo3pacTa JeTeii TPy TIEPBUYHBIX OTIePaTUB-
HBIX BMenaTeabcTBax coctaBuia 11 ¢yt (ot 1 1o 291 cyr).
Yuco onepaTUBHBIX BMEIIATEIBCTB HA OMHOTO pebeHKa
B cpenHeMm coctaBwio 3 (3x1,7) onmepauuu. [lo o0b-
€My PEe3eKIUH BBIACISIOT 3 OCHOBHBIX THUIIA: PE3eKIIUS
TOHKON KWIIKU TIPU COXPAaHEHWU XOTsI ObI YacTW TOJI-
B3IOLTHOM KUIITKU, WJIEOIEKaTbHOTO KJIaraHa 1 TOJICTON
KUILIKY (TUM 1), pe3eKiusi TOHKOW KUIIKHU ¢ HAJIOXKEHUEM
TOIEKUIIIEYHO-TOJICTOKUIIEYHOTO aHacToMo3a (Thm 2)
U pe3eKInsl TOHKON KHWIIKK W KOJIDKTOMUS ¢ HaJoXKe-
HUEM TOIIEKUIIIEYHOU CTOMBI (€toHOCTOMBI) (Tut 3) [1].

IToBTOpHBIE OTMepaTHBHBIE BMEIIATELCTBA BKITIO-
YaJ 3aKpbITHE KHIIEYHOW CTOMBI, TTOBTOPHBIE pE3eK-
MU KUIIEYHUKA W OTepaluy Mo YIIUHEHUI0 KUIIed-
Huka. Tak, 6 (27%) nersM 3a BpeMsT HaOIIOACHUS
BBIMOJTHEHBI OMEpalMu MO YUIMHEHUIO KUIIEYHUKA
no meronuke STEP (Serial Transverse Enteroplasty).
KputepusiMu 111 TpoBeIeHUST TTOC/IEA0OBATETLHOM TTOTIe-
peunoii sHTeporutactuku (STEP) Obu1u Bo3pact pedbeHka
cTapiiie Toja, 3aBUCMMOCTDb OT MapeHTePabHOTO TTHTAa-
HUST 0e3 TeHIEHIIMU K YMEHBIICHUIO (IeKOMITeHC AL
COCTOSIHUSI, BOIHO-3JIEKTPOJIUTHBIE M METabOTNYEeCKHe
HapyLIeHWs MPU TOMBITKE YBEIUUYUTh 00ObEM IHTEpaTh-
HOTO TIUTAHWS) W pe3uIyabHOe paclIMpeHue TOHKOM
kumky. CpemaHsst IJIMHA OCTaBIIECST TOHKOW KWIIKU
B MCXOJE PE3eKIMU y BCEX OOCIENOBAHHBIX COCTaBUJIA
40,05£23,26 cm (ot 5 10 98 cm). Y 3 (14%) nmeteit ObIT
VIABTPAKOPOTKHUI BapyuaHT CUHAPOMAa KOPOTKOM KWIIKH,
YTO B JaJIbHEWIIeM NpUBEIO K 0oJiee DOJTOM KUIIeU-
Hoii amantanvu. Y 5 (23%) nerteii Obuta pe3eliMpoBaHa
TOJICTasi KWIIKa, 3TO ObUTM NEeTHU ¢ cUHApoMoM Jlemma
(1 pebeHOK), Me3eHTepalbHbIM TpomOO30oM (2 naereit)
u 6osie3Hblo [upimpyHra (2 nereii).

B Hacrosiiee BpeMsi He CyIIeCTBYeT TOYHOTO aHaTO-
MMUYECKOTO OIpeneeHrs] CMHAPOMa KOPOTKOM KHWIIKH,
a OCHOBHBIM KpUTEepUEM I TTOCTAHOBKM 3TOTO JTHar-
HO3a CIyKUT HaJu4he KWIIeYHOW HeI0CTaATOUHOCTH
B pe3ynbTaTte pedekuuu 6osee 50—75% oOIIeil MITAHBI
ToHKOM Kuiiku [12]. [1o naHHBIM TUTEpaTyphl, B TEUEHUE
MOCJIeTHETO TPUMECTpa HEOCTOXKHEHHOM 0epeMEeHHOCTH
JTMHA TOHKOW KWINKW YBEJIWYMBAETCSI TTPUMEPHO B 2
pasa: y mereii Ha cpoke rectauuu ot 27 1o 29 Hen cpen-
HSIS IJTMHA TOHKOW KUITKKU coctapiseT 100 cMm, a y neteit
Ha 40-i1 Hepene rectauuu — ot 150 mo 200 cm [12]. Yun-
TBIBast 3HAUUTETbHOE YBETMYeHUE JUTMHBI TOHKOM KUIITKHI
Ha MO3IHUX CpPOKaX OepeMEHHOCTH U BBICOKYIO YacTOTY
HEJOHOIIEHHOCT! Y MIJIafieHIIeB ¢ HEKPOTHU3UPYIOIIM
SHTEPOKOJUTOM M APYTUMU BPOXKIACHHBIMU TTOPOKAMU
pa3BUTHsI, HamboJiee TTONE3HOM B TIPOTHOCTUYECKOM
IUIaHe CcJieyeT MPU3HaTh JUIMHY OCTaTOYHOW TOHKOW
KWIIKW, BBIPAXEHHYIO B BUIE TOJU OT HOPMBI TecTa-
moHHoro Bo3pacta. Ilo manHbiM R. Touloukian u G.
Smith [12], HopMasibHasI JUTMHA TOHKOW KUIIKWA Y HOBO-
POXIEHHBIX B Bo3pacte oT 19 mo 27 Hen cocTaBIIsIeT
114,8%+21 cm, B Bo3dpacte ot 27 1o 35 Hen — 172,1129 cwm,
B Bospacre Oosiee 35 Henm — 248+40 cM. B Hamem ucce-
nmoBaHuu 5 (23%) neteit UMeM CpOK recTallvu 10 35 Hef,

CpemHsSs JUTMHA OCTaBIIECS TOHKOW KWIINKH Y 3THUX
nereii 6bu1a 50 M, T.e. MeHee 30%. B 3HaunTeILHOI CTe-
MEeHW Ha CPOKW KUIIEYHOHW amanTaluy BIUSIOT JJIWHA
OCTaBIIeCAa TOHKOM KUIIKU, COXPAaHHOCTD MJIeOIeKab-
HOTO KJIaltaHa W TOJICTOI KMIIKU, a TaKKe MpUMeHEHHe
SHTEPATHLHOTO TMUTAHUSI C TPYIHBIM MOJIOKOM WJIU BJie-
MEHTHO# opmyioii [6].

Eme B Havame 70-X TromoB MPOIIOTO CTOJIETHS
OblJlTa OTMEYeHa pOJIb COXPAaHHOCTH WJICOIEKaTbHOTO
KJIanaHa B COYETAHWMW C JJIMHOW OCTaBIIEWCSI TOHKOW
W TOJICTOM KHWIIOK B Pa3BUTUM KUIIEYHON amamnTalliu
y TAIMEHTOB € KUIIEYHOM HeZ0CTaTOYHOCThIo. Cuu-
Taj0Ch, YTO 0€3 MJIeOLeKaJbHOTO KJIaraHa JUIsl TOCTH-
JKEHWST KUIIEUYHOM aJanTaluyd  HeOOXOAWMM CEerMEHT
TOILIEH KUIIKW IJIMHON 38 cM; 1 HaoOOpOT, eCiau UjIeo-
LIEKaJbHBIN KJIalmaH ObLT COXpaHeH, amarTalus MoTjia
NPOMU3OMTU C OCTaBLIEHCS TOHKOW KWIIKOW MIJIWHON
15 cm [13]. Tlocnenyroiiee OXHOLEHTPOBOE HCCIEIO-
BaHWE TI0Ka3aj0, 4YTO COXPAHHOCTb WJIEOIEKATBHOTO
KJamaHa CJIOYXWT BaXHBIM TPOTHOCTUYECKUM (PaKTo-
pOM B OTHOIIIEHWM KUIlleYHOU amantauuu [14]. Hamm
HaOJTI0IeHUs TTOATBEPXKIAIOT TaHHbIe JIUTepaTyphl. Jletn
C COXpaHEHHBIM WJIEOLIEKATbHBIM KJIarmaHOM JOCTUTAIA
KUIIIEYHO! aJanTallii B TeYeHUE TMEPBOTO Tola IOCie
pesekuun. Y 15 (70%) HaGmomaBIIMXCSl HAMU TIAlIMEeH-
TOB OBUT COXpaHeH MJIeOlLeKaTbHBIN KiamaH.

TMocne ycTaHOBIEHUS AMArHO3a CUHIPOM KOPOTKOM
KWIIKW, COTJIACHO PeKOMEHIALIMSIM, JIeTeill HeoOXOIMMO
00eCTICUNTh TIOCTOSTHHBIM  IEHTPAJbHBIM  BEHO3HBIM
JIOCTYTIOM, TIOI00paTh WHAWBUIAYATBHYIO CXeMY TapeH-
TEPAJIbHOTO M DHTEPATbHOTO THWTAHUS W TIPUMEHUTH
PEKOHCTPYKTUBHO-BOCCTAHOBUTENBHOE XUPYPTUIECKOE
JleyeHue 1o nokasaHusiM [15]. Bce metn ¢ cuHapomMom
KOPOTKOM KHIIIKK TIOCJIE dTarna XUPYpPrudecKruX BMela-
TEIBCTB OBIIM TIepeBeJeHBI Ha IMapeHTepalbHOe THTa-
HUE B JOOMAIIHUX YCIOBUSX. [IpeaBapUTeIbHO MaMbl
BO BpeMsl TOCITUTAIU3AMN ObUTH OOYYeHBI TEXHOJOTUM
JUTUTEJTLHOTO TTapeHTepabHOTO MUTAHUSI, OCHOBA KOTO-
poii — cTporoe cobmoaeHre acenTuku. PacueTsr puHaH-
COBOTO 00eCTieUeHUsT TAKMX MAlIMEHTOB C YUYETOM 3aTpaT
Ha JieKapCTBEHHBbIE TMpenapaTthl, pPacXOJIHble MaTepu-
aJIbl TS TTapeHTePaIbHOTO TTUTAHUS U JIeueOHbIe CMeCH
JUTSI SHTEPABHOTO MUTaHUS (TIOJY3JIeMEHTHBIE VT 3JTe-
MEHTHBIe (OPMYJIBI) TIOKA3bIBAIOT, YTO B CpeIHEM
B MecsI11] Ha pebeHKa 10 3 et 3aTpaunBaeTcs 10 200 ToIC.
py6. IlepBoHauanbHO Ojarogapsi aKTMUBHOMY COTPYAHU-
YeCTBY Bpaueil OTHeJeHUs] W OJarOTBOPUTEIbHBIX (hOH-
JIOB HEOOXOIMMBIE CPEICTBA MOCTYITAIOT U3 61aroTBOPH-
TeBHBIX (DOHIOB, 3aTeM TOIKIIOUAETCS PETMOHABHBIM
OIOIKET, HO TTOAIEepKKa OJarOTBOPUTETbHBIMU OpTaHu-
3aLMSIMU OCTAETCST aKTyaJTbHOM.

IMo HammMM JaHHBIM, TIPY TUHAMUYECKOM HaOJIo/Ie-
HUU BBISBJIIEHO, UTO TOJI JIeTeil C CHHIPOMOM KOPOTKOM
KWIIKW, HYXIAOIIMXCS B IMapeHTepaJbHOM THUTaHUU,
YMeHbIIazach ¢ BO3pACTOM M cocTaBuiIa K | Tomy XU3HU
15%, x 2 ronam — 10%, x 5 romam — 5%. Tonbko 1 pebGe-
HOK C CUHJIPOMOM KOPOTKOI KMIIIKK B Bo3pacTe 5,5 rona
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MPOIOJIKAET HYXKIAThCA B TAPEHTEPAJTbHOM MUTAHUM.
Koppensuust Mexxmy BpeMeHeM, HeOOXOIMMBIM TS TIpe-
KpallleHusT MapeHTepaTbHOTO MUTAHUS Yy IeTeil, U OCTaB-
HIeficsl IIWHOU TOHKOW KWMIIKM ObIIa CTaTUCTAYECKU
He3HauuMoil (koadduimeHT koppeasunu CrupMmeHa
—0,535; p=0,47). MenuaHa BO3pacTa IOCTUKEHUS TIOJ-
HOI ajanTaluyd K DHTepaJbHOMY TUTAHMUIO Yy JETei,
3aBePIIMBIINX TApeHTepalbHOEe IMUTaHWE, COCTaBUIIA
13 mec (o1 9 1o 24 mec).

CorracHO KJIMHUYECKUM peKOMEHAalusM pebe-
HOK C CHHIPOMOM KOPOTKOM KHMIIIKM B BO3pacTe cTapiie
1 roma, mocyie PeKOHCTPYKTUBHO-BOCCTAHOBUTEIBHOTO
XUPYPrUYECKOTO JIeUeHHWST HAXOMSIIMICS Ha TapeHTe-
paTbHOM TIUTAHWU, SIBISICTCS KaHAWIATOM Ha JIeUeHHe
aHaJIoroM TJitoKaroHonomooHoro nenrtuga-2 [15]. Temy-
JIYyTUI — aHaJIoOT TJIIOKAaroHOIoJA00HOTo TenTuaa-2,
VCUJIMBAET BCACBIBAIOIIYI0 CIOCOOHOCTh KHUIIEYHOTO
SIUTENNS 3a CYET CYIIECTBEHHO YIUTMHSIIOUIUXCS BOP-
CUHOK KWIIIEUHUKA y TAIMEeHTOB ¢ CUHAPOMOM KOPOT-
Koit kumku. [Ipenapar TeayrayTHI clocoOeH YayqIInTh
aJanTauio KUIIeYHUKa, CTUMYJIUPYS €CTECTBEHHOE
YCBOEHME KUAKOCTU M TUTATENIbHBIX BEILIECTB y Mallv-
€HTOB C CMHIPOMOM KOPOTKOW KHWIIKHW, YTO TPUBOAMT
K COKpAIleHUIO CPOKOB TApeHTEePaTbHOTO TMHUTAHUS
1 TIOJTHOMY OTKa3y oT Hero [16, 17]. Mbl HauaIu Tepamnuio
npenapaToMm Teayriytun onHoMy pebeHKy B utoie 2021 .
DTO IOHOUIEHHBIM PeOEHOK C YJIBTPAKOPOTKUM Bapu-
AHTOM CUHIPOMa KOPOTKOM KWIIKW (OCTaTOYHAs IJTMHA
TOHKOM KHWIIKU TOCJe pe3eKIMN COCTaBISIET 5 CM, OCTa-
TOYHas JUIMHA ToJicTol Kuiiku 10 cm), 6e3 uaeonekaib-
HOTO KjamaHa. [Ipu4nMHOM pa3BUTHS CHHApPOMAa KOPOT-
KOW KMIIKU y JaHHOro pebeHKa Obul cuHiapom Jlenna.
B Bo3pacre 11 mec u 3 roma pebeHKY ObLTa IMpoBeacHA
STEP mnactuka. B 1 ron u 10 Mec — u30mepucTaibTi-
yecKast UTepOIO3HIINS TOJCTOM KUIIKU. [0 Havama Tepa-
MMUU Z-score Macca/Bo3pacT coctaBui —1,42, poct/macca
tena —2,05, nHaekc macchl Tena/Bo3pact —0,11. Pebe-
HOK TIoJIyJaJl TTapeHTepajibHOe MuTaHue B oobeMe 45%
OT BO3pacTHOI nmotpedbHocTh. Yepes 6 Mec TpUMeHEHUST
npernapaTa OTMeuarTcsl mpubaBka Macchl Tena (+2540 )
U W3MEHEeHUs cTyjda (eXeIHEBHBINM, OXHOKPATHBI,
KalunieoopasHeiit). O0beM TMapeHTePabHOTO TTUTAHUS

He KOpPEKTUPOBAJICS IO Macce Tesla pebeHKa Ha TpOTsI-
JKEHWU TIpreMa Tiperiapata U B HacTosIIee BpeMsl yMeHb-
meH Ha 10% oT ucxomHoTO.

Cpeay OCIOXHEHUI Y HAIIUX TAllMEHTOB C CUHAPO-
MOM KOPOTKOW KUIIKN HaOIIOJAINCh XeTUHOKAMEHHasT
60JIe3Hb, AMATHOCTUPOBAHHAS Yepe3 Toj Toclie pe3eK-
VK y 2 IeTeit, 1 HATHOeHUE B MeCTe MMILTaHTAIlUX TIOPT-
cucteMbl Takxke y 2. CUHIPOMBI 1IMTOJIM3a U XOJecTasza
BBIABISUTM Y 50% TallMeHTOB B MEePUOJ JIeYeHUs B CTa-
mroHape. JletaabHOCTb cocTaBuia 9% (ymepnn 2 neTein).
OnuH pebeHOK TepeHeC OOIIMPHBIN TpaHCMYypaJbHBIN
nHbAPKT MUOKap/a B Bo3pacte 9 Mec, IpUUMHA CMEPTH
BTOpPOro pebGeHKa — OcCTpas KulleyHasT WHQEKIs.
Kuireynas amanraumst y 9TUX AeTeil He ObUTa JOCTHT-
HyTa. Hamm maHHbIe COTIOCTaBUMBI C JaHHBIMU JINTEPa-
typbl. Tak, T. Capriati u coaBt. [18] onucanu 47 nauu-
€HTOB C CUHIPOMOM KOPOTKOW KWIIKW: 3asiBICHHAs
YETBIPEXJIETHSSI BEDKMBAaeMOCTh cocTtaBmia 92%. Cpenu
43 BBDKMBIIMX TAIMEHTOB Y 45% pa3Buiioch 3a00jeBa-
HUE TEeYeHM, acCOLMMPOBAHHOE ¢ KMIIIEYHOW HeTOoCTa-
TOYHOCTBIO, ¥ 51% TalMeHTOB JOCTUTIN JHTEPaTbHOMI
aBTOHOMUM B TeueHME 48 Mec Mocie pe3eKIInu.

B Hacrosiiiee Bpemsl TIOI HAIIMM HaOJIIOACHUEM
HaxonsaTcs 20 meTeil ¢ CMHAPOMOM KOPOTKOW KHIITKH.
W3 nux 17 (85%) meteii mOCTWIIM KUIIIEYHON amamTa-
LMW, U He HYXIAIOTCS B JOMAIIHEM IapeHTepabHOM
nMuTaHuu. JlomalrHee MapeHTepallbHOe MUTaHWe TOJy-
yawoT 3 nmereil, u3 HUX 2 — miaamie |1 roma, 1 pebeHOK
B Bo3pacte 5,5 rona (00beM MapeHTepabHOTO MUTAHUS
45% ot BO3pacTHOI moTpebHOCTH). [TocmeaHuii pebe-
HOK Hayaj ToJlydaTh MaTOTeHETUYECKYI0 Tepanuio aHa-
JIOTOM TJIFOKaroHomnonoOHoro menTtuaa-2 (Tepyrmytun).
JlaHHBIe aHaIM3a ClydaeB CUHIPOMa KOPOTKOM KHUIITKHU
MpeaCcTaBIeHbl B TAOIUIIE.

3aknovyeHue
CUHAPOM KOpPOTKOW KMIIKUM — TsXKesloe 3aboiie-
BaHUEC, TIPOABJIAIOLICECA Bpra)KeHHOVI XpOHI/I‘{CCKOﬁ

KUIIEYHON HEeIOCTaTOYHOCThIO. JIaupyrolme mo3uiuu
cpeau TIpUYMH, MPUBOMSIIMX K CUHIPOMY KOPOTKOM
KWIIKW B HallleM MCCJIeNOBaHWM, 3aHUMAIOT BPOXIEH-
HbIE TIOPOKU Pa3BUTHSI, HA BTOPOM MECT€ — HEKPOTU3U-

Ta6auya. lemorpaduueckue 1 aHATOMHYECKME OCOOEHHOCTH JeTeil ¢ CHHIPOMOM KOPOTKOii KUIIKH B 3ABUCMMOCTH OT THIIA Pe3eKIHn
Table. Demographic and anatomical features of children with short bowel syndrome depending on the type of resection

XapakrepucTuka 1o (n=6) 27tum (n=11) 3 Tun (n=3)
CpeIHuii BO3pacT Ha MOMEHT TIepBOIA OTepaliu, CyT 2,613 9,09+7,87  44+36,85
CpenHss JMHa OCTaBLIEHCS TOHKOW KUIIKK, CM 58,3+8.6 35,2+17,3 10,33+£3,56
CoxpaHeHMe rpyIHOro BCKapMJIMBaHUS a0C. YUCIIO 3 5 1
3aBUCUMOCTb OT MapPEHTEPATbHOTO MUTaHUS K 1 roay, abc. YUCIIo 1 1 1
CpemHee YuciIo onepauuii Ha KUIIeYHUKe 3x1,1 2,72x0,7 3,3*+1,7
STEP-nnactuka, adc. yucio 2 2 1
ITaToreHeTnueckasi Teparusi (aHaJIOT IJIIOKAaroHOMOJI00OHOTO MenTuaa-2), abc. Yncio 0 0 1
3aBUCUMOCTb OT MapeHTepaibHoro nutanus Ha XI/2021, adc. yncio 0 1 2
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Kamanosa A.A. u coagm. PeruoHaIbHBII OTIBIT JIEUSHUS IETel C CUHIPOMOM KOpOTKOI;I KHUIIKA

PYIOIINIA SHTEPOKOJUT U 3aBOPOT TOHKOM KUIITKKU (CHH-
npoM Jlenma). AHanM3 3TUOJIOTUM CUHIpPOMa KOPOTKOM
KWIIKW JaeT HaM BO3MOXKHOCTb YYUTHIBATh MX B TEPU-
HaTaJbHOW JTMArHOCTUKE W MPH TJIAHUPOBAHUU POIOB.
Ecmu Bo Bpemsi GepeMEHHOCTM MMeeTCsl TOHO03peHue
Ha TTOPOK pa3BUTHUs KUIIEYHUKA Y TI0AA WU €CJIA €CTh
PUCK TIPEXAEBPEMEHHBIX POIOB, TO POAOpa3pelIeHre
HEOOXOIMMO TUITAHMPOBATh TOJBKO B KPYIMHBIX CITEIU-
aJTM3UPOBAHHBIX LIEHTPaAxX, TIAe MMeEeTCS MYJbTHIUCIIN-
IJTMHApHAas KOMaHIa CIIeIUaIiCTOB.

OCHOBHBIMM CJIOXXKHOCTSIMU, CBSI3AHHBIMU C Jiede-
HUEM JIeTeil ¢ CHHIPOMOM KOPOTKOM KUIIKH, B HACTO-
sfiee BpeMsl SIBJISIOTCS reorpadudeckasi yaaJleHHOCTh
HEKOTOPBIX MALIMEHTOB OT MEIWIIMHCKUX YUPEKICHUI,
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