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AHHOmayus

AxkmyaneHocme. CUHLPOM KOPOTKOM KULLKW — MeAMKO-coLpanbHas npobneMa, XxapaKTepusyemas BbICOKOM J1eTaslbHO-
CTbIO W YaCTOTOW MHBANMAM3ALMN, AMCKYCCMOHHOCTBIO TaKTUKM, PECYPCOEMKOCTBI Tepanum, LeduUuMTOM HOpMaTMBHO-MPaBo-
Boro obecneyenms. B 2016 r. Poccuitckas accoupaums LETCKUX XMPYProB MHMLMMpoBana cosfanue QeaepanbHoro peructpa
LEeTell C CUHAPOM KOPOTKOW KULLKM.

Lleny — npoBecTv aymuT peructpa, BbIIBUTb PacnpoCTPaHEHHOCTb NATOMOMMYECKOr0 CMHAPOMA, YCTaHOBUTb MPUYMHBI
ero GpopMuUpoBaHUsA W TeHAeHUMM TpaHchopMaLmK TepaneBTUYECKOW NapajurMel, onpeLefuTb 3aKOHOMEPHOCTb, XapaKTep
1 4acTOTY PasfMuHbIX OC/I0KHEHMWI, YCTaHOBUTbL (haKTOpbl, OrpaHNYMBaIOLLME ero MHPOPMATUBHOCTb, C NPUBJIEYEHNEM MPEA-
cTaBuTeNen pa3paboTuMKoB M Nonb3oBaTesiel, 000CHOBaTb M3MEHEHMs], MOBbLILLAIOLLME OPraHU3aLMOHHYK U KITMHUYECKYIO
3HauMMOCTb 6a3bl JaHHbIX.

Mamepuaner u Memodsl. B peructp BrtoueHbl 334 nauueHTa, cpeou KoTopbix 23 pebeHKa ymepnu, 5 feTeli CHATHI
€ yyeTa no goctmxenun 18 net. Mcnonb3osaH nporpamMmHbIii KoMnnekc Quinta ansa cbopa, obpaboTku 1 ynpaBnexus Teppu-
TOpWanbHO pacnpegeneHHbIMIU AaHHBIMU, MOAAEPHKMBAIOLLMIA MHAOPMALIMIO O MEPCOHANBHBIX JaHHBIX NaUMEHTOB, MAEHTUK-
KaLuW MeMUMHCKNX OpraHW3aumid, AuarHo3se, COAepXaHum NiedebHbIX MeponpuUsTUiA, CTPYKTYPe OCOKHEHMI.

06cyxcdenue. Peructp cofepuT [aHHble 0 nmaumeHTax u3 71 pervoHa Poccun. Cpegn MHUUMANbHBIX BMeLLATeNbCTB
NpeBaMpoBaNy Pe3EKLMN KKK, B CBA3M C HEKPOTU3MpYIOLWMM 3HTepoKkonuToM (18,0 %) n npu MHTECTUHANBHBIX aTpe3unsx
(17,4 %). PeKoHCTpYKTMBHbIE BMeLuaTenbcTea (125) BKKOYaNM TEXHONOMMW NOCNeL0BaTeNIbHON MONEPEYHON SHTepONIacTu-
KM, CNupanbHoe YAJIMHEHVE W 3ayXUBaHUE KULLEYHOW TPYOKW, peann3oBaHHble COOTBETCTBEHHO B 37 U 24 HabnwopeHusX.
B napeHTepanbHoM nuTtaHun Hywgamuch 180 naumeHToB, nonHocTblo 18 yenosek wnn yacTuyHo 162 pebeHka. JHTepanb-
Hoe nuTaHue peanu3oBaHo B 193 HabmogeHusx, 3ameluas notpebHocTn 31 pebeHka u JOMOMHAA NapeHTepanbHYK Tepanuio
y 162 peteit. CTPYKTYpHbIM fLedeKTOM perncTpa CTano oTCYTCTBME pa3fesia NanMaTuBHONM Tepanuu.

3axnoyenue. BoisiBneHbl orpaHUYeHWs perucTpa, OWKTYOLLME HeobXoLMMOCTb COBEpLUEHCTBOBaHWSA NpefCcTaBnseMol
nepBuYHOM MHdOpMaLmK, GOopMUPOBaHMA NOLLAAKM NOLAEPHKKM BpayebHbIX peLleHuid, co3LaHNA BIoKa NanaMaTMBHO Me-
OVLMHCKOW MOMOLLM U MHTErpaLum ¢ rocyAapCTBEHHbIMM MPOrpaMMamMu pa3BuUTUSA 34paBO0XpaHEHHUS.

KnioueBbie cnoBa: fetu; CMHOPOM K0p0TKOl7I KULLKW; PerncTp; HyTpuTMBHaa noaaepKa; MHTeCTUHANbHAaA aTpe3uns; HeKpo-
TUYECKMIN A3BEHHbINA KOJUT; napeHTepajibHoe NUTaHWe; PeKOHCTPYKTUBHO-N/1aCTU4EeCKNe BMeLLIATeNbCTBA; Nal/inatuBHasa no-
MOLLb.
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Abstract

BACKGROUND: Short bowel syndrome is a medical and social problem characterized by high mortality and disability rates,
controversial tactics, resource-intensive therapy, and lack of legal support. In 2016, the Russian Association of Pediatric Sur-
geons initiated the creation of the Federal Register of Children with Short Bowel Syndrome.

AIM: This study conducts an audit of the Register to identify the prevalence of the pathological syndrome, establish the
causes of its formation and trends in transforming the therapeutic paradigm, determine the pattern, nature, and frequency of
various complications, establish factors limiting its informativeness involving representatives of implementors and users, and
justify changes increasing database organization and clinical significance.

MATERIALS AND METHODS: The Register has 334 patients registered. Of these, 23 children died, and five were removed
from the Register at 18. The Quinta software package was used to collect, process, and manage geographically distributed data
with information about patients’ data, identification of medical organizations, diagnosis, the content of therapeutic measures,
and the structure of complications.

RESULTS: The Register contains data on patients from 71 regions of Russia. Bowel resections prevailed among the initial
interventions due to necrotizing enterocolitis (18.0%) and intestinal atresia (17.4%). Reconstructive interventions (125), includ-
ing serial transverse enteroplasty and spiral intestinal lengthening and tailoring techniques, were implemented in 37 and 24
cases. One hundred and eighty patients needed parenteral nutrition: 18 patients required total parenteral nutrition, and 162 pa-
tients needed partial parenteral nutrition. Enteral feeding was used in 193 cases, meeting the needs of 31 children and supple-
menting parenteral therapy for 162 children. The structural flaw of the Register is the absence of a section on palliative care.

CONCLUSIONS: The identified limitations of the Register indicate the need to improve the provided primary information,
form a platform for supporting medical decisions, create a palliative care unit, and integrate with state health development
programs.

Keywords: children; short bowel syndrome; registry; nutritional support; intestinal atresia; necrotizing ulcerative colitis;
parenteral nutrition; reconstructive plastic surgery interventions; palliative care.
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HAYYHbIA OTYET

AKTYAJIbHOCTb

CvHapoM kopoTkoit Kuwkn (CKK) — mopdodyHKumo-
HanbHas (opMa XPOHWYECKOW WHTECTWHANbHOW Hepo-
CTaToyHOCTH, 06YCNOBNEHHAs aHaTOMWYECKOW YTpaToil
MPOTSIKEHHOCTU KMLLEYHWUKA BCNEACTBUE XMPYPrUYECKOro
BMeLLaTeNbCTBa MPU BbIPOKAEHHBIX UAM NPUODPETEHHBIX
3aboneanusax [1-3]. Knuuuueckue npossnequs CKK oby-
CI0BMEHbl KaK AJIMHON pe3eLypoBaHHOMN KULLKK, TaK 1 cro-
COBHOCTBIO COXpaHEHHOTO Keny4oYHO-KULLEYHOro TpaKTa
(YHKUMOHANBbHO KOMMEHCUPOBaTh YTPAYeHHyl YacTb Op-
raHa. OueBWAHO, YTO 3BOJIOLMOHHO CHOPMUPOBaHHbIE Me-
XaHW3Mbl afanTaunu K aKTyarbHOMY aHaTOMUYeCKOMY CO-
CTOSIHWKO XapaKTepU3YyIOTCA CYLLECTBEHHOW MHAMBUAYaTbHO
BapuabenbHocTbro [4]. CKK npuBoamT K upe3MepHoii notepe
JKUAKOCTU, HapYLUEHMWIO BCACbIBaHWSA MUTATENbHbIX BELLECTB,
HapYyLLEHUAM 3MIEKTPOSIMTHOrO BanaHca, NoBbILUEHHON BOC-
MPUMMYUBOCTM K MH(EKLMOHHBIM OCNOXHEHUSM. Bbilwens-
NoXeHHoe (QOPMUpYET JKM3HEHHO 3HAYMMYK0 3aBUCUMOCTb
bosbHOro pebeHKa oT mapeHTepanbHOro NUTaHWs, HapyLaeT
YCNOBWA COUManbHOM peabunutaumm naumeHTa, HeraTuBHO
B/ISIET HA €r0 aHTPOMOMETPUYECKUE MOKasaTenm [9].

Mo AaHHbIM MccnepoBateneii [6, 7], npeacTaBAALLMX
3KOHOMMWYECKM Pa3BUTble CTpaHbl, OCTPOTa MeAMLIMHCKUX
1 coumanbHbix npobnem petein ¢ CKK obycnosneHa Bbico-
KOI NeTanbHOCTbI0, BapbupytoLlei ot 8,5 po 37,5 %, u dak-
TMYECKOW WHBaNMAHOCTbI0 BCEX MALMEHTOB, 3aBMCUMbIX
OT MapeHTepanbHoro NuTaHus. B cooTBETCTBMM C AaHHBIMM
perucTpa netanbHocTb cocTaeuna 6,8 %. B Poccum cnepyet
YUUTBIBATb BbICOKYH PECYPCOEMKOCTb JIEUeHWS! AaHHBIX 60Jib-
HbIX, He COMOCTaBUMYH0 C peasibHOM MNaTeXecnocobHOCTbI0
CeMeli NaLMeHTOoB, NpU OTCYTCTBUW HEOOX0AMMBIX AMPEKTUB-
HbIX LOKYMEHTOB Ha YPOBHE PErvOHOB W COOTBETCTBYHILLEH
npaBonpuMeHnTeNbHON npakTukm [3, 8, 91. OueBnaHyto nep-
CMEeKTVBY NpeacTaBAseT Mofesb NapeHTepanbHOro NUTaHs
Ha OOMy, O[HAaKO B OTEYECTBEHHOM MpaKTWUKEe OTCYTCTBYET
HeobxoamMas MHGOPACTPYKTypa M CKasbiBaeTCA 04eBUA-
Hblii AeUUMT 3aKoHoAaTeNbHOro perynmpoBanusa [10, 11].
[lo HacTosLlero BpeMeHU OTCYTCTBYHT MeXAUCLMMIUHAP-
Hble eaepanbHble KIIMHUYECKME NPOTOKOMbI (PEKOMeHLa-
unm) nedenms peteii ¢ CKK, 4to GopMupyeT pUCKM He ToMbKO
npoeccHoHanbHOro B3auMOLENCTBUS U NPEEMCTBEHHOCTH,
HO TaKJKe H0pUANYECKOrO acreKTa.

Peructp peten ¢ CKK 6bin co3pnaH no uhmumatvee Poc-
CUICKOW accoumaumm petckux xupyproB (PALX) coBmecTHO
¢ 3A0 «ActoH KoHcantuHr» B 2016 r. Ha opurMHanbHOM
oHnanH-nnatdopme Quinta B YTBEPMKAEHHOM 3NEKTPOH-
HOM MHAMBULYaNbHOW PErncTpaUMoHHON KapTe nauueHTa
(e-CRF) [12]. OcHoBHas 3afaya peructpa — ONTUMU3aLMS
MeauumMHcKoi noMowum petam ¢ CKK, Bkntoyas oueHKy pac-
MPOCTPaHEHHOCTW 3ab0s1eBaHMs, pacnpeaeneHme naumMeHToB
MPUMEHUTENTBHO K TeppUTOpUanbHbIM MeJULMHCKUM opra-
HW3aumMsAM, PecypCcHOM COCTaBNAILLEN neYebHo-3BaKyaLy-
OHHbIX MEepONpUSATUI, 06ecneyeHns MeXAUCLMMIIMHAPHOIO
B3aMMOJeNCTBUA cneunanuctoB. Peructp npepocrtaBnset

Tom 12, N° 1, 2022

Poccuiickuit BECTHUK [ETCKOW XMpYPruu,
aHecTe3nosormn 1 peaHuMaTonorum

BO3MOXHOCTb (HOPMMPOBAHMSA eUHOr0 NPodeCcCUOHaNbHOMo
MH(OPMALIMOHHOIO MPOCTPAHCTBA, B TOM YUCIIE C LieNbI0 3KC-
MepTHOW MOAEPKKN BPauebHbIX peLLeHni, ocyLLecTBIeHNS
MOHMTOPWHIA KIIMHUYECKUX, COLMANbHBLIX U PECYPCHBIX UH-
JMKaTOpOB, NPOBEAEHNUA CPABHUTENBHOM OLLEHKM 3D dEKTUB-
HOCTW Pa3fiMyHbIX MeOULMHCKMX TEXHONOMMUA U peann3aumum
KOHLIENLMM MHOTOLLEHTPOBbIX UCCNEA0BaHWA, KaK MPUOpU-
TETHOM (HOPMbI [LOCTOBEPHOCTM Pe3yNbTaToB JIeYeHUs NaLy-
eHToB ¢ CKK.

Llenb — npoBecTy 3TanHbIif ayauT CTPYKTYPbI U KOHTEH-
Ta pPerucTpa, BbISIBUTb IMUAEMUONOTNYECKME XapaKTEPUCTUKM
pacnpocTpaHeHHOCTM NaToNIOrMYECKOro CUHAPOMA, YCTaHO-
BWTb 3TMOMATOreHeTMYECKME MPUYMHBLI €ero GOpPMUPOBaHMS
¥ TeHAEHLMM TPaHchopMaLMW TepaneBTUHECKOI MapafurMbl,
ONpeAeNnnuTb 3aKOHOMEPHOCTb, XapaKTep M YacToTy pasfny-
HbIX OCNOMHEHWW, a TaKXKe YCTaHOBUTb (aKTOPbI, OrpaHu-
YuBaloLLMe ero UHPOPMATMBHOCTb, C NPUBNEYEHUEM Npef-
CTaBuUTENeN pa3paboTumKoB M Nonb3oBaTenen 0bocHOBaTb
He0bX0AMMble M3MEHEHMS, MOBLILLAIOLLME OPraHU3aLMOHHY
1 KIIMHAYECKYI0 3HAYMMOCTb Basbl JaHHbIX.

MATEPUAJ1bl U METO/bI

B peructp BroYeHbl geTu ¢ poxaenus o 18 net
C ycTaHoBneHHbIM anarHosoMm CKK, nonyyaswwue MHoro-
NPoGMIbHYI MeAMLIMHCKYI0 MOMOLLb B MeAMLIMHCKUX Op-
raHusauusx 33 cybwbektoB Poccuiickon ®epepaumm. Mo co-
ctosiHmio Ha 10.12.2021 B perucTpe npefcTaBneHbl faHHble
0 334 naumeHTax, NOCTOSHHO MPOXMBAKLLMX Ha TEPPUTOPUN
71 pernoHa Poccum, 3 Hux 305 YenoBeK — XuBble M MNaA-
we 18 net, 23 naumeHta — yMepnu, 5 naumeHToB — pAo-
cturnu Bospacta 18 net, 1 pebeHok BbIObIT M3 perucTpa
Mo HeycTaHOBNEHHbIM NpuuMHaM. bonblimHcTeo (63,5 %)
NauuMeHToB NpeACTaBNeHO AeTbMU PaHHEro Bo3pacTa.

lporpaMMHoe obecneyeHne peructpa peann3oBaHO
B (hopmaTe MpoCNeKTUBHOrO HabmogaTenbHoOro nonynsaum-
OHHOTO M KOTOPTHOTO MCCnefoBaHui. AHanusy nognexana
MHdOpMaLMA 0 MaLMeHTax, BKIIOYaoLLas CBElEHUS 0 MecTe
NeYeHns NaLMeHTa, pervoHe MpOXMBaHWA U HabmoaeHus,
[MarHo3e, aHaMHECTUYECKMX, LeMOrpadmueckux U KIMHU-
YECKMX XapaKTepUCTUKAX MaLMEHTOB, 00beMe BbIMOSHEHHO-
0 XMPYPru4ecKoro JieYeHms, BU4E HYTPUTMBHOMN MOLAEPIKKM
W CTPYKTYpe OCNOMHEHWIA.

[laHHble U3 MeAMUMHCKOW [OKYMEeHTauuu NauueHToB
BBOAM/IUCb BPayOM-Y4acTHUKOM PErucTpa B 3NIEKTPOHHYIO
WHAOMBMAOYanbHYK KapTy nauueHTa (e-CRF) Ha nnatdopme
Quinta e-CRF, KoTopasi COCTOUT M3 perncTpaLmoHHOro 1 Mo-
HWUTOPUHTOBbIX BU3UTOB. BefieHWe perncTpa NoHOCTbIO COOT-
BETCTBYET 3aKoHaM Poccuiickoii Mepepaumu, BKIOYas 3aKoH
N2 152-03 «0 nepcoHabHbIX JaHHbIX» .

B nccnepoBaHnm npoaHanuavpoBaHbl AaHHbIE 3NIEKTPOH-
HbIX PEruMcTpaLMOHHBIX KapT MauMeHTOB, 3aperucTpupo-
BaHHbIX B nporpamme ¢ 1 Hosbps 2016 r. no 10 pexabps

! https:/fzakon.ru/laws/federalnyy-zakon-ot-27.07.2006-n-152-fz/
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B HoBble nauueHTsl (Mo peructpawmm)

06LLee Konm4ecTBO NaumeHToB B Peructpe

Puc. 1. [InHaMuKa BKIIOYEHNS B PErUCTP HOBbIX NALMEHTOB — [eTeil C CUHAPOMOM KOPOTKOI KULWKM (Mo AaTe pervctpaunm, n = 334)
Fig. 1. Dynamics of inclusion in the Register of children with short bowel syndrome (by date of registration, n = 334)

2021 r. CraTUCTMYECKMN aHanM3 OCYLLECTBASIM C MOMO-
LWbl0 MaKkeTa MpuKnagHblx nporpamm IBM SPSS Statistics
Bepcust 24.0.0.1. MpoBepKy HOpManbHOCTW pacnpeaeneHuns
KONIMYECTBEHHBIX MPU3HAKOB MPOBOAWAM MPU MOMOLUM Te-
cta KonmoropoBa — CMMpHOBa C KOPpeKLMel 3HaUMMoCTy
Junbedopca. [Ins onmcaHus NpU3HaKOB C HOPMasbHbLIM pac-
npeaeneHneM UCrosb3oBaiu CpeaHee 3HaYeHWe C YKasaHu-
eM 95 % poseputensHoro uHtepsana (M), ans npusHakoB
C OT/IMYHBIM OT HOPMaNbHOrO pacnpefieneHns — Mefua-
Hy (Me) ¢ yKa3aHMeM MeXKBapTUNbHOTO AuanasoHa (25-i
1 75-1 npoueHTUnK). [JaHHbIe U3 COBOKYMHOCTEMN C HOpMasb-
HbIM pacnpefenieHneM CPaBHUBAM C MOMOLLbH {-KpuTEpus
CTblofieHTa ANs He3aBMCUMBbIX BbIDOPOK. [laHHble U3 COBO-
KyNHOCTeN ¢ pacnpejenieHneM, OTIMYAIoLLMMCA OT HOpMasb-
HOT0, CPaBHMBANW C NPUMEHeHWEM KpuTepus MaHHa — YUTHU.
CpaBHeHMe KayecTBEHHbIX — C UCMOMb30BaHMEM TabnnL, co-
MPSKEHHOCTM MO KPUTEPHUIO XW-KBaapaT MupcoHa u ToYHOMyY
Kputepuio Ouiepa. Pasnnuma pacLeHMBanch Kak CTaTucTu-
YeCcKM 3Haunmble npu p < 0,052,

PE3Y/IbTATbI U OBCYXOEHUE

BaHenLwnit MeAMKO-CTaTUCTUYECKUI MHAMKATOP 3nuae-
MUONOrM4ecKoro bnaronosyuns AETCKOro HaceseHus, Npu-
MEHUTENbHO K MpeaMeTy MCCNefoBaHus, — pacnpocTpa-
HEHHOCTb MaToNoruK, paccuuTbiBaeMas no yncny 6onbHbIX
Ha 100 000 geTcKoro HacesieHns COOTBETCTBYIOLLEro Bo3pacTa’.

B HacTosiwwein paboTte Ansa ycTaHOBMEHMs pacnpocTpa-
HEeHHOCTM 3aboneBaeMoCTW B OTAENbHbIX pervoHax Poc-
cun chopmMupoBaHa BbibopKa, Brovatowas 16 pernoHos,
B KOTOpbIX npoxuBaeT 195 naumeHToB 13 334 6oNbHbIX,

2 Tlpn pacyete AeMorpaduueckux nokasatesien MCMoNb30BaMch faH-
Hble PoccTata o konuyecTBe AeTcKoro Hacenenus Poccuiickoi Oepepaumn
Ha 01.01.2021. URL: https://rosstat.gov.ru/compendium/document/13284
3 (epepanbHbiii 3aKoH Poccuiickoin ®edepaumn 06 ocHoBax OXpaHbl
300poBbs rpaxaaH B Poccuitckon ®epepaumn (pefakums, fercTsytoLan
¢ 1 okt6pst 2021 r.). Ctatbst 44. MeAMUMHCKas NOMOLUb rpaxpaaHaM, Ko-
TOpbIM NPeAOCTaBNISOTCA rOCyLAPCTBEHHbIE FapaHTUW B BULE 0becneyeHus
NeKapCTBEHHbIMK MpenapatamMi U CreLyuaniu3vupoBaHHbIMK NPoAYyKTaMu
neyebHoro nutanus. URL: https://docs.cntd.ru/document/902312609

3aperncTpupoBaHHbIX B peructpe. BeeaeHHble orpaHuyeHus
06yCnoBNeHbl He3HAYUTENbHBIM YWCTIOM NaLMEHTOB (MeHee
2 %) ot obwwero mMaccuBa HabnwofeHMI, YTO MOXeET bbiTb
06bACHEHO HEMOJTHOTON OTPaXeHUs PaKTUYECKOW CUTYaLUK
U COAEPHMUT CYLLECTBEHHBINA PUCK OLIMOOK, NPOAMUKTOBAHHBIX
3aKoHOM Manbix uncen [13]. Penpe3seHTaTMBHOCTb BbIGOPKM
000CHOBLIBAETCA TEM, YTO Ha TEPPUTOPUM YKa3aHHbIX 16 pe-
rMOHOB npoxuBaeT bonee 10 MNH geTen, yto cocTaBnseT
TpeTb LETCKOro HacenieHus cTpaHbl. [aHHble no 3abonesae-
mocTu geTen CKK B oTaenbHbIx pernoHax Poccuu, BRIOYEH-
HbIX B YKa3aHHYH BbIOOpKY, MpeAcTaBneHbl B Tabn. 1.

MpencraBneHHble B Tabn. 1 faHHble CBMAETENbCTBYHOT
0 CyLLeCTBEHHOW BapuabenbHOCTM UCCNefoBaHHOIO UHAM-
katopa — ot 3,0 %o (Bonrorpapckas obnactb) po 0,9 %o
(HoBocnbupckas obnactb 1 CTaBpononbCKuiA Kpaid), 00y-
CIOBJIEHHOW, NO-BMAMMOMY, PErMOHaNbHBIMU 0COBEHHOCTS-
MW y4eTa, BKJtO4as MofHOTy cbopa MHpOpMaLmMK, a Takxke
NOTUKY M CEMUOTUKY (GOPMYNIMPOBKM AMArHo3a, y4uTbiBas
oTcyTcTBME 06LLENPUHATOrO NOHATUIHOO annaparta. Mo aaH-
HbIM psfa MeOuMUMHCKMX accoumaumii 3anapHon Esporbl,
CeBepHoi 1 0 HOM AMepuKM, pacnpocTpaHeHHOCTb 3ab0-
nesaeMoctn CKK y petei coctaBnsieT ot 2 oo 5 B pacyete
Ha 100 000 peTckoro HaceneHus COOTBETCTBYHOLLLEr0 BO3pac-
Ta, YTO KOpPPECNOHAMPYET C AaHHbIMK perucTpa [14, 15]. Ta-
KMM 06pa3oM, xapaKTepusys penpe3eHTaTMBHOCTb BblOOPKM
no 16 permoHam Poccum, fonycTMMoO yTBEPIKAATH BO3MOX-
HOCTb 3KCTPANONALMM NpefCTaBNeHHbIX AaHHbIX perucTpa
AN NAHNPOBaHUS MEAMLIMHCKUX U COLMANbHBIX Mepornpus-
T cTpaHbl B LenoM. Hanbonbluee yncno npodmnbHbIX na-
LmeHTOB (52 pebeHKa), BBEAEHHbIX B PETUCTP MOCKOBCKUMM
CreLman1cTamMm, onpefenseTcs TeM, YT0 B KIIMHMKaX MocKBbl
KOHLEHTpUPYHOTCA 60J1bHbIE HE3ABUCUMO 0T MECT NOCTOSIHHO-
ro NPOXMBaHMS.

[IMHaMMKa BKIOYEHWA HOBLIX MALMEHTOB — [eTen
¢ CKK — B peructp npeacTaBneHa Ha puc. 1.

B KauecTtBe oTnpaBHOM TouKM npuHAT 2016 T., cooTBeT-
cTBeHHO peweHuto PAILX o co3paHum peructpa u 3akiioye-
HWio gorosopa o coTpyaHuyectse ¢ AQ «ActoH KoHcanTuHrs.
TakuM obpasoM, puc. 1 AUCKPETHO MNNKCTPUPYET roA0Bble
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Tom 12, N® 1, 2022

Poccuiickuit BECTHUK [ETCKOW XMpYPruu,
aHecTe3nosormn 1 peaHuMaTonorum

Ta6nuua 1. PacnpoctpaHeHHocTb 3aboneBaeMocTn cuHapoMoM KopoTkoit kuwku (CKK) y meteit B Poccu, B 3aBUCUMOCTM OT pervoHa

MpOXMBaHus (Mo LaHHbIM perucTpa, n = 334)

Table 1. Prevalence of SSC in children from the total child population in different regions of Russia (by region of residence, n = 334)

UMCTIeHHOCTD AeTCKor0 Hucno :a':“r;:r: ¢ CKK | pacnpocrpatentocts 3a6onesaemoctut CKK
PeruoH npoxuBanus HaceneHus P P B pervoHe Ha 100 000 HaceneHus
aéc. % (no aaHHbIM peructpa)
MockBa 1839734 52 15,5 2,8
MocKoBcKas obnacTb 1216991 24 7,1 1,9
KpacHoaapckui Kpau 1032469 17 5,1 1,6
Bonrorpaackas obnactb LoLLLT 14 4,2 3,0
CBepanoBckas obnactb 832051 14 4,2 1,6
Camapckas obnactb 556063 10 4,0 1,7
Pecnybnuka TatapctaH 759037 10 4,0 1,7
MpKyTcKas obnactb 540669 8 3,2 1,4
BopoHexkckas obnactb 375936 7 2,8 1,8
MpuMopckuit Kpaii 394773 7 2,8 1,7
Pecnybnuka KpbiM 395966 6 2,4 1,5
TioMeHcKasn obnacTtb 301140 6 2,4 1,9
HoBocubupckas obnactb 501843 5 2,0 0,9
CraBpononbCcKui Kpaii 555336 5 2,0 0,9
ToMcKas obnactb 209461 5 2,0 2,3
XabapoBcKuin Kpat 249608 5 2,0 2,0

Tabnuua 2. Pacnpepenexue naumeHTOB perucTpa B 3aBUCUMOCTM OT 3TMOMATOreHe3a CMHAPOMA KOPOTKOM KULLIKK

Table 2. Distribution of patients in the Register depending on the etiopathogenesis of short bowel syndrome

Yucno naumenTos (n = 305)

Mpuumnna passutua CKK
aéc. %
HeKpoTu3npytoLLIMiA SHTEPOKOIUT HOBOPOXKAEHHbIX 55 18,0
[poTsKEeHHbIE MK MHOXECTBEHHbIE MHTECTUHAMbHBIE aTpe3um 53 17,4
BpoxaeHHble HapyLleH!s UKCALMN KULLEYHWUKA, OCNIOXHEHHbIE 3aBOPOTOM TOHKOW UMW TONICTON KULLKK 42 13,8
BpoxaeHHble NOPOKM pasBuTUs NepefHeii OPIOLLIHOM CTEHKY, OCIOMHEHHbIE HEKPO30M KULLEYHO TPYOKH 41 13,4
HeliponHTeCTMHAMbHbIE AMCMA3MM (@raHrIMo3bl, TMMNOTaHIMO3bl TOHKOW M TOICTON KULLIKK) 38 12,5
MeseHTepuanbHbIA TPOMO03 17 56
PasnnyHble BULbI KMLLEYHOI HEMPOX0AMMOCTH (CnaeyHast, CTPaHIyNSLMOHHas) 15 4,9
Onyxonu KULLEYHMKA, MCXOAbI Ny4eBON Tepanim 3 1,0
[pyras atvonorus 41 13,5

3Tanbl NonosHeHns 6a3bl AaHHbIX. 06LLas TeHAEeHLMS — npo-
FPECCMBHOE YBENMYEHME MacCMBa KIIMHUYECKUX Habntope-
HWIA, NPY TOM YTO HaMBOJbLUMIA MPUPOCT, KOHCTATUPOBAaHHBII
B 2017 r. (109 nauneHToB), 0ObACHSNCA 3abnaroBpeMeHHO
HaKoMneHHoW MHdOopMaLmei B NOArOTOBUTENbHBIN U TECTO-
Bblii Neproibl. CyLLeCTBEHHbIM BK/IAl0M XapaKTepu3oBascs
2021 r. (84 nauueHTa), 4TO roBOPUT 00 AKTUBHOCTM MpoLieC-
Ca BXOX[EHWUA HOBbIX MaLMEHTOB B perucTp, 0bycrioBeHHOI
pacLUMpeHMEM Kpyra afentoB B NpOQeccUoHanbHOM Co-
obLecTse.

PermoHanbHas HepaBHOMEPHOCTb 3anoJiHEHUs! SBASET-
CA CYLLEeCTBEHHbIM HEeA0CTaTKOM aKTyaNlbHOW BEepCUn peru-
CTpa — [0 HAacTOALLEro BpeMeHU 0TCYTCTBYIOT TOYKM BBOAA
AaHHbIX B 52 cybbekTax Poccuiickoin epepaumn. MpobneMa

y4acTus CneumanicToB, NPexae Bcero npeAcTaBnsioLLmx oT-
AaneHHble, TPYAHOLOCTYMHbIE X MaNOHACENEHHbIE PErHOHbI,
B NOMOSIHEHWM PerucTpa — 370 NpeAMeT MHOrO(aKTOpHOro
aHanu3a, BKII0Yas 00BEKTUBHYIO CNOXHOCTb AMArHOCTUKM
naToNor1yeckoro npouecca, WHOPacTPYKTypy MeauLMH-
CKMX OpraHu3aumii, ypoBeHb KBaMUKaLMM CreumanmcTos,
aTMoctepy B TpPyLAOBOM KomeKTue. Heobxopumo Takke
Y4MTBIBaTb MOC/EL0BATENILHOCTL U KPEaTUBHOCTb LENCTBMIA
YneHOB 3KCMEPTHOro COBETa PerucTpa.

B peructpe npeobnajanu AetM paHHero Bo3pacTa
(84,9 %) c nporpeccvBHBLIM CHMMEHWEM YMCNa NaLMEHTOB
B CTapLUMX BO3pacTHbIX rpynnax. 3aKoHOMEepHoi reHpep-
HOV 3aBUCUMOCTM He YCTAHOBJIEHO — COOTHOLLEHUE MEXAY
MY}CKWM U JXEHCKMM MOJIOM COCTaBMIIO0 COOTBETCTBEHHO 50,8
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Puc. 2. PacnpezeneHue NauMeHTOB MO KONMYECTBY NepeHECEHHbIX
onepauuii
Fig. 2. Distribution of patients by number of surgeries

n 48,9 %, npu ToM yTo B eauHMYHOM Habnogenum (0,3 %)
MosoBas NPUHaLIEXHOCTb He YKa3aHa.

JmonatoreHe3 CKK y peten, B 3aBUCMMOCTM OT 4acTOThbl
BCTPEYAEMOCTM B pPerncTpe, NpeLcTaBlieH B Tabn. 2.

Ncxops M3 3TUX LaHHbIX, BPOXAEHHbIE aHOManuM U Mno-
POKU pa3BUTUA ABNANUCH BeLyLLEN MO YacTOTe MPUYMHOM
BbIMOJIHEHUS Pa3/IMYHBbIX XWMPYPrUYeCKUX BMELLATEeNbCTB,
npuBeawmx K passutuio CKK. CoBoKynHas [onsi AaHHbIX
MaToNIoruyeckMx cocTosHMi coctasuna 57,1 % cpeam Bcex
BbISIBIEHHBIX CNy4aeB OOLUMPHbIX Pe3eKUMI KULIEYHWKA.
B 0OCHOBHOM MHMUManbHble BMELLATENbCTBA BbINOIHANM
B HEOHATasbHOM NMepPUOAE, YTO COOTBETCTBYET [laHHbLIM, Ony-
BNMKOBaHHLIM B 3apybeXXHOM nuTepaType M TpaMLMOHHO
ans ctpaH 3anagHoii Esponbl [16, 17].

Bcero B peructpe comepxutca uHpopmaumus o6 one-
paTMBHbIX BMeLLATeNbCTBaX, BbIMOMHEHHbIX Y 245 fdeTen,
Mpu TOM 4TO 60NIBLUMHCTBO M3 HUX BblM onepupoBaHbl MHO-
roKpaTHo (puc. 2).

B cooTBeTCTBUM C NpeAcTaBieHHbIMU JaHHBIMU NpeBa-
NMpOBanM [eTH, KOTOpbIM ObINO BLINOSHEHO [Ba BMeLLa-
TenbcTBa U bonee (84,0 %). Bcero, no gaHHLIM perucTpa,
245 petaMm 6bino BbINOSHeHO 292 onepauuun, 6ONbLUKMH-
ctBo (79,1 %) M3 KOTOPbIX HOCWUAWN OPraHOYHOCALUMIA Xa-
pakTep, nMbo 6biNM HanmpaBfieHbl Ha KynupoBaHWe pas-
JINYHBIX OCNOXHEHWN. PeKOHCTPYKTMBHO-NNacTUYecKue

27,7 %
30-50 cm

Puc. 3. Pacnpegenexue nauyeHToB N0 0CTATO4HOW [LJIMHE TOHKOM
Kuwku, n = 303

Fig. 3. Distribution of patients according to the residual length of
the small intestine, n = 303
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BMeLUaTeNbCTBa coCTaBuNM MeHee udetBeptn (20,9 %)
XMPYPruyecKon akTMBHOCTU. OueBMOHbIA AMCCOHAHC Xa-
paKTepusyeT pasfen peructpa B yacTu (opMUpoBaHUS
Pa3srpy304HbIX KULIEYHBIX CTOM, MHPOPMALMA 0 Hamuunm
KoTopbIx npucytcTByeT ¥ 12,4 % nauMeHTOB B KOHTEKCTE
UX 3aKpbiTA. Heobxoanmo yumutbiBath, YTo passutne CKK
KOHCTaTUPOBaHO NOC/e MepBOi XUPYPruYeCKol onepauum
TONbKO y 47 peTeit. [lonyctumo yTBEpKAaTh, UTO daKTUYe-
CKOe pa3BUTME MHTECTMHANBHON HE0CTaTOYHOCTU B OCTPOM
nocneonepaumMoHHOM Nepuofe He CAYXMI0 A0CTaTOYHbIM
OCHOBaHueM ans dopMynuposku auarHosa CKK kak xpo-
HUYecKon (opMbI MaToorMyecKoro coctosHus. Haubonee
CYLLECTBEHHbIM [e(EeKTOM aKTyasbHOW BEpCUM peructpa
MOJKHO CYMTaTb OTCYTCTBME (AKTUYECKUX AaHHbIX 06 06-
LUIMPHOCTM Pe3eKLMM KULLIEYHUKA KaK NPUHLIMIUANBHOIO yC-
nosus pucka passutua CKK, BbIpaeHHOCTU KIMHUYECKNX
NposBNEHWA U NporHo3a 3abonesanus [18-20].

Mpu aHanu3e JaHHbLIX perucTpa Hamu bbin peanu3oBaH
CMELLIaHHbIA NOAX0A — OLEHKY COXpaHEHHOI YacTh TOHKOM
KMLLIKM OCYLLIeCTBASIM Ha ocHoBe MopdoMeTpuu (cM), a npu-
MEHWUTENBbHO K TOJICTOW KWLLKE MCMOoNb30BaiM aHaToMo-To-
norpacduyeckue opueHTUpbl. PacnpepeneHune 334 naumeHToB
peructpa B 3aBUCUMOCTM OT COXPaHEHHOM [JIMHbI TOHKOW
W TONICTOM KULLKKM NpeSCTaBfeHo Ha puc. 3, 4.

Kputnueckue 3Hauenus (MeHee 30 cM) NpOTSXEHHOCTY
COXPaHEHHOr0 CerMeHTa TOHKOM KWLLIKW KOHCTaTUpOBaHbI
y 77 peTeid, 4to cocTaBuno YeTBepTb (25,4 %) KIMHUYECKUX
HabnoaeHuin. OcTaTouHas MPOTSKEHHOCTb TOHKOW KMLLKM
B uHtepBane 30-50 cM ycTaHoBneHa y 84 (27,7 %) nauueH-
T0B. Y 142 (46,9 %) LmeTeli NpOTAXEHHOCTb TOHKOW KULLKM
coctaBnsna bonee 50 cM, Bapbupys B LUMPOKMX Mpepenax.
ABTopbI cTaTbi He CKIIOHHBI abCONKTU3MPOBATL NMPOrHOCTU-
UEeCKOe 3HaYeHMe OCTAaTOYHOW AJIMHBI TOHKOM KULLKM, Mo-
CKOJIbKY paccMaTpuBaloTCA NaLMeHTbl pa3fMYHOro Bo3pacTa.
B T0 e BpeMs [aHHbIi MHAMKATOP CYLLECTBEH AJIA CYK-
LEHUs 0 MoTeHUMane MNOoCTPe3eKUMOHHOr0 POCTa KMLLKU

lpaBasi nonoBuHa TonCToM
KULLKKM C UneoueKanbHbIM yrioM

MpaBasi NONOBUHA TOMCTOM KULLKNA
6e3 uneolieKanbHoro yrna

___JleBas nonoBuHa TONCTOM KULLKK
C UneoLeKasnbHbIM yrioM

49,5 %

OtcyTcTaue
TONCTOM
KMLLKN

4,8%

JleBas nonosuHa TonCToM
KMLWKY 6e3 uneoue-
KanbHOro yrna

Puc. 4. PacnpepeneHve naumeHTOB N0 0CTAaTOYHOM [IMHE TONCTON
Kuwku, n = 105

Fig. 4. Distribution of patients according to the residual length of
the colon, n = 105
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KaK cBoeobpa3sHas penepHas TOYKa Mpu MocneayoLmx pe-
KOHCTPYKTMBHbIX BMeLLaTeNbCTBaX.

XapaKTepu3sys 0CTaTOYHYK0 AJIMHY TONICTOM KWLLKM, He-
0bxoaMMo yKasaTb, YTO MOC/IELHSS OTCYTCTBOBana y 52
(49,5 %) nauneHToB B pe3ynbraTe TOTalbHOW KONIKTOMMM.
YuutbiBas yHKUMOHaNbHYK 3HAUMMOCTb WNEOLEKaNbHOro
yrna B pa3BUTUM CUHLPOMA@ XPOHUYECKOW MHTECTUHAMNbHOM
HefocTaToyHocTn [21], aBTOpbI cuMTanM LenecoobpasHbiM
aHanM3WpoBaTb MOC/E0NePaLMOHHYK0 CUTYaLMI0 B 3aBUCK-
MOCTW OT Hanuumsa Ibo OTCYTCTBUA [LAHHOW aHaTOMUYECKOM
CTpYKTYpbl. B 5 (4,8 %) KnnHMueckux HabmoaeHnsx bbina co-
XpaHHa NeBasi MoJI0BMHA TOJICTON KULLKK C UNeoLeKanbHbIM
yrnoM, a'y 27 (25,7 %) naumeHTOB MeoLeKanbHbIi yro oT-
cytcTBoBaJ. [1py coxpaHHoi NpaBom NoSIOBMHE TOSICTOM KULL-
Ku y 15 (14,3 %) BonbHbIX NpUCYTCTBOBAN MNEOLEKasbHbIN
YroJ, 0TCYTCTBME KOHCTAaTUPOBaHO B 6 (5,7 %) HaboaeHMsAX.
MpencTaBneHHble UMbpbLI CBUAETENLCTBYIOT 06 04EBUAHOM
OnepaTUBHO-TEXHMYECKOM 3aKOHOMEPHOCTU — MPaBOCTO-
POHHAS FEMUKONTIKTOMMSA CYLLECTBEHHO Yalle COMpOBOXAa-
nacb pe3eKLUMen UNeoLeKanbHoro yrna.

MpencTaBnsas cTpyKTypy 292 onepaumi, 3aMKCMpoOBaH-
HbIX Yy MaLMEHTOB PErucTpa, CYMTanu HeobXoAuMbIM Bbl-
LEeNUTb PEKOHCTPYKTUBHO-MNACTUMECKME BMELLATENbCTBA,
HanpaBieHHble Ha YBENIMYEHME NNIOLLAAW BCacbIBatOLLEl no-
BEPXHOCTU KULLIEYHOW TPYOKU, KaK XMpYPruyecKoii cocTaBns-
loLLeli naToreHeTMYeckomn Tepanuu (Tabs. 3).

Joctmkenne KnmHuyeckoro adekta — nosHoe Ninbo
YaCTMYHOE BOCCTAHOBMIEHWE 3HTEpaNbHOW aBTOHOMUM —
B 99 HabniogeHusx bbino KOHCTaTMPOBaHO NoCe OHOKPaT-
HOM PEeKOHCTPYKTUBHO-NACTUYECKOW onepaumu. [ToBTopHbIe
BMeLLaTenscTea notpebosanucs 20 naumeHTaM. KoMbuHa-
LMA PasfINYHbIX XUPYPTUYECKUX TEXHOMOMUIA B paMKax efiy-
HOr0 OMEepaTMBHOIO BMeLlaTeNbCcTBa Obifa peanusoBaHa
y 33 petei. Mpu 3TOM KOppeKTHas OLeHKa 3QheKTUBHOCTH

Tom 12, N® 1, 2022

Poccuiickuit BECTHUK [ETCKOW XMpYPruu,
aHecTe3nosormn 1 peaHuMaTonorum

1 6e30nacHOCTM NpoBefEHHbIX BMELLATENIbCTB BECbMa 3a-
TPYAHUTENIbHA — OTAANeHHbIe pe3ynbTaThl BMeLLATeNbCTB
M3BECTHbI TONIbKO Y 25 13 119 naumeHToB.

[laHHble perucTpa cBULETENBCTBYIOT, YTO OTEYECTBEHHASA
K/IMHWYeCKasn NpaKTUKa B nociefHue roabl oboratunack fo-
CTaTOYHO LUMPOKWM CMEKTPOM TEXHONOMUI XMpYPruyecKol
peabunutaumm peten ¢ CKK. B 1o e Bpemsa oTcyTcTBUME
LOMUHUPYIOLLEN TEXHOMOMMM KOCBEHHO YKa3blBaeT Ha He3a-
BEPLUEHHbIN MPOLLECC NoMcKa «omnepauun Bbibopax». MHoro-
0bpa3ne K/MHMKO-aHAaTOMWYECKUX BapuaHToB bonesHw,
pe3ynbTUPYHLLENCA XPOHMYECKON MHTECTUHANBHOW HeLo-
CTaTOYHOCTbIO, MMMOTETUYECKW OrPaHWUYMBAET BO3MOXKHOCTHU
CO3[aHUS «yHWBEPCANbHOro Kiua». B cpepHe-cpoyHoii
nepcneKTuBe LienecoobpasHo MHTErpUpoBaTh pe3ynbTathbl
XMpYpruyecKoii paboTbl OTAENbHBIX KITMHUK B paMKax MHOr0-
LLeHTPOBOr0 MCCNE0BaHNA Ha YCOBEPLLEHCTBOBAHHOM Mnar-
dbopme peructpa.

PacctpoicTBa roMeocTtasa, 06ycnoBfieHHble NaToreHe3oM
3aboneBaHus U NPOBOAMMON Tepanuei, XxapaKTepusoBanuch
MHOroo6pasHbIM1 KIMHUYECKUMI 1 TabopaTopHbIMK NposB-
neHusaMu y 264 neTel, BHECEHHBIX B peructp (Tabn. 4).

AntponomeTpuyeckue nokasatenu ouenmsanu y 206 pe-
Ten B CpaBHEHWM C HOpMamu pa3spaboTaHHbix BceMupHom
OpraHu3auMen 3[paBOOXPAHEHUS] U UCXOLA W3 [aHHbIX
nocnefHero BWU3WTA 3aperucTpUpoBaHHbIX B PErUCTpE.
Mo 3TMM JaHHLIM 74 naumeHTa COOTBETCTBOBANM KPUTEPUAM
HopMmbl [22].

JloMMHMpYIOLLLAA YacToTa HapyLLeHuii GuU3nyecKoro pas-
BMTWSA NPeACTaBIAETCA BMOJHE JIOTMYHOW, UcXoas 3 6a3oBo-
ro onpenenenns CKK, Kak cocTosHWA MHTECTUHANBHON Hedo-
cTatoyHocTu. CyliecTBeHHas YacToTa BbisBNeHUs GeHoMeHa
13bbITOYHOro 6aKTepUanbHOro pocta 0bbACHMMA € NO3ULUK
yTpaThl AeKOHTaMUHUpYIOLLEro 3 deKTa TpaH3UTa KULLEYHO-
ro COAEPIKMMOro.

Tabnuua 3. Pacnpe,u,eneHme MalMeHToB C CUHAPOMOM KOpOTKOVI KULLUKW B 3aBUCMMOCTU 0T HaCTOTbI U COAEPHAHUA onepauMVl, HanpaBJieHHbIX

Ha yBejsimyeHue niowaau BCacblBatoLLel MOBEPXHOCTU KULLKK

Table 3. Distribution of patients with short bowel syndrome depending on the frequency and content of operations aimed at increasing the

area of the absorptive surface of the intestine

HaumeHoBaHue onepauum

Yucno naumeHToB Konuyectso onepauuun

aéc. % aéc. %

BoccTaHoBnEHKe HENpepBIBHOCTM KMLLEYHMKA MYTEM 3aKpbITUA CTOMbI U (OpMUPOBa- 41 36,6 49 39,2
HUS| MEXKKMLLIEYHOrO aHaCcToMo3a

MocnepoBatenbHas nonepeyHas 3HTeponnacTuka (STEP) 37 33,0 42 33,6
CnupanbHoe yanuHeHue u 3ayxmuBanue (SILT) 16 14,2 16 12,8
KoMbuHMpoBaHHble BUAbI ayTONOMMYHBIX PEKOHCTPYKLIMN KULLIEYHMKA 8 71 8 6,4
PEKOHCTPYKUMA CTEHO3MPOBAHHOTO MEMKULIEYHOrO aHAaCTOMO3a C BOCCTAHOB/IEHWEM 5 Lk 5 4,0
naccaxa KULIEYHOro COAepIKMMOro

3aKpbIT1e NOLBECHOM KULIEYHOW CTOMbI 3 2,6 3 2,4
ToTanbHbli BUCLLEPON3 C BOCCTAHOBJIEHWMEM MacCaXa KULIEYHOro COLEepPXHKUMOro 1 0,8 1 0,8
PopcTBeHHas TpaHCNaHTaLMA CErMeHTa TOHKOM KMLLKU 1 0,8 1 0,8
Bcero 112 100 125 100
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Ta6nuua 4. OcnoXHeHWs CUHAPOMa KOPOTKON KULLIKM, 00YCIIOB/IEHHbIE PacCTPOICTBaMM roMeocTasa (n = 264)

Table 4. Complications of short bowel syndrome caused by homeostasis disorders (n = 264)

KnuHuyeckue u nabopatopHble NPOSBIEHUS OCNOXKHEHUI

Yucno ocnoxxHeHui % B rpynmne 0CnoXHeHUN

HapyweHue dusmnyeckoro pasutus (aHTPONoMeTpUYECKMe NoKasaTesn) 54 17,3
CvHEpOM U30bITOYHOrO HaKTepuanbHOro pocTa 47 15,1
BoiHO-3N1eKTPONUTHBIE HapyLUEHMS 42 13,5
MeTabonuyeckuin gucbanauc 41 13,1
MeTabonnyeckune 6051€3H1 KOCTHON TKaHU 38 12,2
[edunumnt BUTaMMHOB U MUHEPaNoB 32 10,2
TpaHcnoKauums KuLeyHol ¢nopbl 24 IN
Cnapx xenuu n xonenutuas, 0bycnoBneHHble NapeHTepasbHbIM MUTAHUEM 16 5,1
D-nakrat aumpo3 12 38
Okcanatypusa 1 MoyeKameHHas bonesHb 4 1,2
NMMyHHas aucdyHKuma 1 0,3
Bcero 3N 100

Mo MHeHWIO aBTOPOB, NpeJCTaBNeHHbIe B Tabn. 4 AaHHbIe,
Be3ycnoBHo, UNMIOCTPUPYIOT OMpefeNIeHHOe BPEMEHHOE COo-
CTOsHWe B X0 60N1e3HM OTAENbHBIX NALMEHTOB U He N03BO-
NAKT NPeACTaBUTb 3aKOHOMEPHOCTY 3BOSIOLIMM KITMHNYECKUX
MPOSIBNEHUH, 0BYCIOBNEHHbIE BbIPAXKEHHOCTBIO PacCTPOMCTB
roMeocTasa, noboyHbIMM 3 heKTaMm Tepanumn, UHAUBUOY-
anbHbIMW afanTaUYoHHO-KOMMEHCATOpPHbIMY PeakLMsAMM Na-
LMeHTOB. B T0 3Ke BpeMs, 3HaunTeNbHbIN MaclTab BbIbopKy
(264 naumeHnTa) no3BoNSET YTBEPKAATH 3aKOHOMEPHYIO Ya-
CTOTY pacnpefieneHus 0CNOXHEHUA NPUMEHUTENBHO K 0bLue-
My MaccuBy HabnlofieHuiA B perucTpe.

B centabpe 2020 r. B peructp aeten ¢ CKK 6bin nobaeneH
pasgen «[poBenenue ted-tepanumx. lpenapat Tegyrnytua
pa3paboTumMKmM M UCCNeAoBaTeNM paccMaTpuBaloT Kak mato-
reHeTuyeckyto Tepanuto [23]. Tonbko 6 (1,8 %) naumenToB
perucTpa nonyyalT AaHHYK Tepanuio Ha GoHe LIUTeNbHOro
napeHTepanbHOro NUTaHu.

B napeHTepanbHoM nutaHum Hyxpanuck 180 naumeHToB,
Mpy 3TOM NMOJIHOCTHIO ObIM 3aBUCUMBI OT JAHHOMO BapuaHTa
HyTpuTUBHOM nopaep:kku 18 (10,0 %) yenosek n 162 (90,0 %)
pebeHKa yacTuuHo. Kak npaBuno, ans napeHTepasnbHoro nu-
TaHUs MPUMEHSNN TYHHENMPYEMBIN LieHTpasbHbIA BEHO3HbIA
KateTep — 109 nauueHToB, a BEHO3Has MMMNIAHTUPOBaHHas
cucTeMa mcnosib3oBaHa y 7 6oMbHbIX.

OcnoxHenus, obycnoBneHHble KaTeTepu3auuei LieH-
TpasbHbIX BEH M KOHCTaTUpOBaHHble Y 99 maumeHToB, bonee
yeM B nonosuHe (59) HabnoaeHUA HOCUNN UHDEKLMOHHBIN
XapaKTep. 3HTepanbHOe NUTaHMe peann3oBaHo B 193 KnHm-
YeCKuxX HabnoeHMsAX, NOIHOCTLI0 obecneynBas noTpebHoOCTM
31 (16,1 %) pebeHKa 1 JOMOHAA NPOBOAMMYIO NapeHTepab-
Hyto Tepanuio y 162 (83,9 %) meTeit. IHTepanbHoe NUTaHMe
y 185 6onbHbIX 0CYLLECTBAANOCH Yepe3 Ha3oracTpasnbHblii
30H[, M YaCTUYHO NepopasnbHo, Y 46 AeTen — B racTpocTo-
My. B 63 HabnogeHnax notpeboBanock MCnonb30BaHWe UH-
dy3omara.

besycnoBHO, MO3WUTMBHOW TeHLEHUMEN SBNsSeTCA pac-
wwupenne fom (66,5 %) petein, obecneyeHHbIX JOMaLLIHUM
napeHTepabHbIM NUTaHMeM. B KauecTBe KOMMpOMMUCCHO-
0 PeLUeHUs Mbl PaccMaTpuBau HYTPUTUBHYIO MOALEPIKKY
7 (3,4 %) peten B yCnoBWsAX CTaLMOHapa AHEBHOrO npebbl-
BaHMs.

HeobxoauMo 0TMeTUTb, YTO MpK OLiEHKE COLMaNbHOM
ajanTauuv NauMeHTOB YCTAHOBJIEHO, YTO MeHee YeTBEepTH
(21,4 %) peTei noceliany [OLIKONbHBIE W LUKOMbHbIE Y4-
pexpenus, a 71,4 % Haxoounucb Ha LOMALLHEM pEXUMe.

CyLLieCTBEHHBIM CTPYKTYPHBIM Ae(heKTOM, OrpaHMuMBal-
LLIMM OpraHMU3aLMOHHYH MH(OPMATUBHOCTb HACTOSALLEN Bep-
CUM PerucTpa, CTano OTCYTCTBME pa3fena, MoCBALLEHHOro
nanamatueHon Tepanuu. [laHHoe 06CTOATENLCTBO OrpaHU-
YmBaeT MHGOPMATMBHOCTb Hasbl [aHHbIX B YacTW y4yeTa Uc-
X040B 00ne3HM, PeTPOCMEKTUBHON OLEHKM 3QEKTUBHOCTM
peanu3oBaHHOM TepanuyM W MPOTrHO3WUPOBAHUS PECYPCHbIX
notpebHocTe.

(MaKTMuecku Lenb COBEpPLUEHCTBOBAHWSA perucTpa coot-
BETCTBYET HEOOXOAMMOCTU 0OpETEHUs MHCTpyMeHTa B obna-
CTW Hay4HbIX 3HaHWIA, COOTBETCTBYHOLLIEN MOHATUIO «KIIMHU-
YecKas 3NMULEMMONOUS», KaK METOA0/I0rMM, NO3BONALLEN
MPOrHO3MPOBaTh TEYEHWE U UCXOL, 3ab0sIeBaHMsA Y KOHKPET-
HOro MauWeHTa NyTeM BbiSIBNEHWS W U3YYeHUsi 3aKOHOMep-
HocTen B nomynsumm bonbHbix CKK, usberas Bamsuma cucte-
MaTUYeCKUX U CNyYalHbIX OLUMOOK [24].

3AKJTOHEHUE

WNHTeHCMBHOCTbL 3aMoNIHEHNA pa3fenoB POCCUICKOro pe-
ructpa peter ¢ CKK nporpeccuBHo Bo3spacTaeT, u AaHHas
TeHJEHUMA MOALEePKUBAETCSA PasfIMUHBIMU Hay4YHO-NPaKTU-
YEeCKMMM MepOonpUATUAMM, peanndyeMbiMu NoA arnaon PALX,
YTO HECOMHEHHO CMocobCTBYET MOBLILLIEHUIO AOCTYMHOCTH
M KauyecTBa MeAMLMHCKOA NMOMOLLM CNOXHOMY KOHTUHTEHTY
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naumeHToB. [pobneMHbIii pa3aen paboTel ¢ peructpoM 06-
YCNOBMIEH MEXAMUCLMMIMHAPHBIM XapaKTepoM naTonorumn
1 06BEKTUBHOM CIOXHOCTBI0 (HOPMUPOBaHNS KOHCONMAMPO-
BaHHOI NMO3MLMK NpeSCTaBUTENeN PasfINiHbIX MeAULMHCKUX
cneumansHoCTei.

CyLLieCTBEHHbI He[OCTATOK aKTyaNbHOW BEpCHUW peru-
CTpa — 370 pervoHasnbHas HePaBHOMEPHOCTb 3anoSHEHUS;
[0 HaCTOSAILLEro BPEMEHM OTCYTCTBYIOT TOUYKW BBOAA AaHHBIX
B 52 cybwekTax Poccuitckoit ®epepaunun. [aHHoe obcTos-
TeNbCTBO, MO CYTW, HE TONbKO UCKaXKaeT CTAaTUCTUKY, HO TaK-
e WCK/IIYaeT MOAroTOBKY KOPPEKTHbIX YMpaBfeHYecKux
peLleHni, 060CHOBaHHbIX UCTMHHBIM MaclTabom npobne-
Mbl U He0DXOAMMOCTbIO MNAHMPOBaHUA Ha PervoHanbHOM
YPOBHE peCcypco3aBUCUMbIX MeponpusaTuin. [lepcneKTusbl
pa3peLLeHns AaHHONM KOIN3WK, B OTCYTCTBUE OUPEKTUBHbIX
BEAOMCTBEHHbIX JOKYMEHTOB, CBA3aHbl C LiefieHanpaBneH-
HOW NOCNeL0BATENIbHOCTBI) [EACTBUIA 0BLLECTBEHHBIX MPO-
(eccnoHanbHbIX OBUXEHUA U 06BbeAMHEHWA, NpUYACTHbIX
K nedeHunto n peabunutaumu feteii ¢ CKK, Bkntoyas TeMatu-
yecKue MybanKaumMm B Hay4HO-NPaKTUYECKUX MEPUOSNYECKNX
W3[LaHMAX, BBICTYN/IEHUS Ha Pa3nuyHbIX GopyMax, Cbe3faax,
KOH®bepeHLmsX.

PacnpocTpaHeHHbIM LedeKTOM HamnoNHEeHWs perucrpa
ABNAETCA OTCYTCTBUE OOBEKTUBHOM (KONMYECTBEHHOM) MH-
dopMaLmMM 0 pe3eLMpOBaHHON WM COXPAHEHHOM YacTW Ku-
LeYHMKa, KaK dakTopoB pucka passutus CKK, Tsxectu
K/IMHUYECKWX MPOSIBMIEHWA, MPOrHO3a TEYEHUs M Ucxona
3aboneBaHus, NpeAonepaLyMoOHHOro NiaHUPOBaHUS PEKOH-
CTPYKTUBHBIX BMeLLaTenbCcTB. BHyTpurpynnoBas cenekuus
onepauuit, npoBefeHHbIx ¥ aeter ¢ CKK, no3sonmna Bbi-
LENUTb CMEKTP PEKOHCTPYKTUBHbIX BMELLATeNbCTB, Ha-
NPaB/eHHbIX Ha YBENWYeHME Niowwaau GYHKUMOHANBHO
3HaYMMOii BCacbiBaOLLLEN MOBEPXHOCTU KULLIEYHUKA, KaK XU-
PYPrU4ecKOM COCTaBAAIOLLEN NAaTOreHETUHECKON Tepanuu.
OueBMAHa UenecoobpasHocTb 0606WMTL Ha nnatdopme
perucTpa pesynbTaTbl XWMPYPruyeckoi paboTbl oTAeNb-
HbIX K/IMHUK B paMKax MHOrOLEHTPOBOr0 WCCeA0BaHus.
Mpn 3TOM cyulecTByeT HacToATeNlbHas HeobX0AMMOCTb
YHU(bULUMPOBaTb TEPMUHONOTMIO, NPEACTaBUB NOJSb30BaTe-
NAM perucTpa HOMEHKATypy HauMeHOBaHUIA BMeLLaTeNbCTB
B (hopMaTe CnpaBOYHMKa.

XapaKTepu3ys 3HauyeHue perncTpa B YacTu NPOABUMKEHMS
HOBbIX MEJMLIMHCKMX TEXHOMIOMMN He0OX0AMMO YKa3aTb BHOBb
chopMupoBaHHbIi paspen «[lpoeaeHue ted-Tepanum».
TepyrnyTua no3vuMoHMpyeTcs paspaboTuMkamu W uccne-
LO0BaTeNAMW KakK MpenapaTt naToreHeTUYecKoW Tepanu,

Tom 12, N° 1, 2022

Poccuiickuit BECTHUK [ETCKOW XMpYPruu,
aHecTe3nosormn 1 peaHuMaTonorum

cucTeMaTu3aLma 3HaHuii 06 adbdexTnBHOCTM 1 be3onacHoCTH
KOTOpOro pafuKanbHO MeHSIeT MOTeHLMan KOHCepBaTUBHOMO
neyenms peten ¢ CKK.

lepBooyepefHas 3afaya CTPYKTYPHOr0 COBEPLUEHCTBO-
BaHWSA perncTpa coCTOMT BO BKJIOYEHWUW pa3fenia no nannma-
TUBHo Tepanuu. [laHHoe pelueHne 6e3ycnoBHO NOBLICUT Op-
raHW3aLMOHHY0 MHGOPMATUBHOCTb PErMCcTPa NMPUMEHUTENBHO
K KOPPEKTHOMY Y4YeTy UCX0L0B DonesHu, peTpocreKTUBHOV
OLEHKe 3PHEKTUBHOCTU MPOBELEHHBIX PEKOHCTPYKTUBHbBIX
BMELLATeNIbCTB M KOHCEPBATUBHOM Tepanuu, 060CHOBaHWI
pecypcHbix notpebHocTein naumeHTos ¢ CKK.

AOMO/THUTENIbHAAA UHOOPMALIUA

bnaropapHocTb. ABTOpbl BbipaalwT 6bnarofapHocTb
Onece BnapumupoBHe Ma3ypoBoii, cTaplieMy MeHeaXepy
npoextoB AO «AcToH KoHcanTuHr», 3a NoMoLLb B CO34aHUM
perucrpa.

Bknap aBTopoB. Bce aBTOpbl NOATBEPKAANT COOTBET-
CTBME CBOEr0 aBTOPCTBA MeXAyHapoAHbIM Kputepusam ICMJE
(BCe aBTOpPbI BHECNM CYLLECTBEHHbIA BKNaf B pa3paboTky
KOHLenumuu, NpoBefeHNe UcCnes0BaHUs U NOLTOTOBKY CTa-
TbM, NPOYIM M 0f00pUNM hUHaNBHYK Bepcuio Nepes nybam-
KaLmen).

KoHnuKT uHTepecoB. ABTOpbI AEKNapUPYIOT OTCYTCTBUE
ABHbIX M MOTEHLMaNbHbIX KOHQIMKTOB MHTEPECOB, CBA3aHHbIX
C NybIMKaLMen HacTosALLEeN CTaTbu.

UcTounuk dmHaHcupoBaHms. ABTopbl 3asBnsT 06 oT-
CYTCTBMM BHELLUHEro (MHaHCMpOBaHMs NpW NPOBEAEHUM UC-
CcnefoBaHus.
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