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Meronuyeckue peKoOMeHJaluu pa3padoTaHbl BO HCIHOJHeHME NyHkTa 9 Ilnana meponpustuit
(«mopoxHOM KapThl») «IloBBIICHME KayecTBa W JOCTYIHOCTH NAJUNIMATUBHOW MEIUIIMHCKOM
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obecrieueHue neTei ieueOHbIM TuTanueM B Poccutickoii deneparuy.
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1. AKTyaJbHOCTH BHeIPEHHMS TEXHOJIOTMi HYyTPUTHBHOM MOAAEPKKHU
AeTel, HOMYYAKIIMX NAVIMATUBHYI0O MEIMIMHCKYIO IOMOLUb

[TonHOIIEHHOE TUTaHHE CMOCOOHO YIYYIIWTH KaueCTBO KM3HU U peOeHKa, U
YJIEHOB €r0 CEeMbU. B HEKOTOpBIX KIMHUYECKUX CUTYaALHSIX XAPAKTEP MHUTAHUA
pebeHKa BIMSET HA MPOJIOKUTEIBHOCTh €r0 KU3HHU, KOJIMYECTBO M TSIHKECTh
OCIIO)KHEHHH, oOIIyr0 CcTOMMOCTh (apmakoTepanuu. OOlIeNpU3HAHO, YTO
HYTPUTHBHAS TMOJJIEPKKA JTOJKHA OBITh OJHOM M3 Ba)KHEHIIMX 3aja4 Bpada MpH
OKa3aHWM MNAJUIMATUBHONM MEIMIIMHCKOW NOMOIIM AETAM. B mocienHue rofsl
TEXHOJIOTUM JIEYeOHOrO0 TMHUTAHMUSI 3HAYUTEIBHO YCOBEPIIEHCTBOBAIUCH: 3TO
KAacaeTcs METOJOB OIIEHKH HYTPUTHUBHOTO CTaTycCa, aCCOPTUMEHTAa MEIUIIMHCKHX
W3CIIUA JJISI DHTEPAIbHOTO M MApPEHTEPaJbHOIO NUTAHUS, a TaKXKe CIIEKTpa
MPUMEHSEMBIX MUTATEIBHBIX cMecel. BpaueOHoe perienre o ToMm, Korja HauuHATh
HYTPUTHUBHYIO MOJJAEPKKY, KaK JIOJTO €€ MPOBOAUTh U C KAKUMHU LIEISIMU, TENEPh
MPUXOAUTCS MPUHAMATh TOpa3/io yaule, YeM paHblle. B CBs3M ¢ 3TUM B Hamewu
CTpaHE€ CEroJHs TMpPEIEIbHO akKTyalbHa 3aJadya YKPEIUICHUS W Pa3BUTUSA
HOPMATHBHO-TIPAaBOBOTO  peryiupoBaHusi  3(Q@QexkTuBHOM U  Oe30macHoOi
HYTPUTUBHOW TMOJICPKKU JETEH, MOJYyYaArOIUX MNaUTMATUBHYIO MEIUIMHCKYIO
MTOMOIIIb.

Ha rocynapcTBeHHOM ypOBHE HYTPUTHBHAs NOAACPKKA IIPU OKa3aHUU
NMAJUIMATUBHOW MEIUUMHCKOW MOMOINM oTpaxeHa B IlnaHe wmeponpustuii
(«mopoxxkHO KapTe») «lloBblllleHME KadecTBa M JOCTYMHOCTH MaJUTHATHBHOM
MEIULIMHCKOW nomomm» 10 2024 ronma, YTBEpPXKACHHOM 3aMECTUTEIEM
npencenarenss IlpaBurensctBa Poccuiickoit ®enepanuu T. A. T'oaukoBoi
28.07.2020 3a Ne 6551n-1112. Pernonanbubie mporpaMmbl «Pa3BuUTHE CUCTEMBI
OKa3aHWs MAJUTMATUBHOM MEIUIIMHCKOW TMOMOIIM» B OOJBIIMHCTBE CYyOBHEKTOB
Poccuiickoit deneparuu copepKaT IUIAHOBBIE MEPOMPUSITHS O 0OECTICUCHUIO
HYTPUTUBHOW  MOJAJAEPKKHM  NAUUEHTOB,  MOJYyYAKOIIMX  [NAJUIMATUBHYIO
METUITMHCKYIO oMo1ilb. [lepen npodeccuoHaibHbIM COOOIIECTBOM CIICIIUATIUCTOB,
OKAa3bIBAIOIINX MMAJUIMATUBHYI0 MEJULMHCKYK NOMOUIb AeTssM B Poccuiickon
@enepanyu, CTOUT HEOTIOXKHAS IMPAKTHUYECKAs 3ajada BHEIPECHUS KOMILICKCa
TEXHOJIOTUWA HYTPUTUBHOUN MOAJECPKKU B pabOTy JAETCKUX MaJUIMATUBHBIX CITYKO,
CTAllMOHAPHBIX U aMOYJIATOPHBIX.

BHeapeHue HOBBIX MOAXO0I0B K HYTPUTUBHOM MOIIEPKKE NETEU MPU OKa3aHWUN
NAJJIMATUBHOW MEIUIMHCKOW TIOMOIIMA NPOBOJUTCS MPU AKTUBHOM YYaCTHUH
OOIIIECTBEHHBIX  OpPraHM3alluii W HMHBIX HEKOMMEPUYECKHUX  OpTraHHU3alluii,
OCYILIECTBIISIIONIUX CBOKO JICSITEIHHOCTh B cdepe OXpaHbl 370pPOBbS TpaxkiaH.
HeoOxoanmo OTMETUTH 3HAUNTEILHBIN U Pa3HOCTOPOHHU U BKJIA
omarorBopuTeabHBIX GOHIOB «Bepay, «Jlerckuit nannmuatuy, «[logapu xKu3Hb!» u
MHOTOYHUCIICHHBIX O1aroTBoputenbHbIX GormoB 1 HKO B pernonax Harmieit ctpaHsl,
B MpOoOJIeMbl 00€CTICUeHUs JIETe Ka4yeCTBEHHON M CBOCBPEMEHHOW HYTPUTHBHOM
NOAJCPKKOM. AKTHUBHOE M PAa3HOCTOPOHHEE YYacTUE€ B TOBBIINICHUU YPOBHS
npodeccuoHanm3Ma MEIUIMHCKUX pPAOOTHUKOB TI0 PA3IUYHBIM  acleKTaM
SHTEPAIBHOTO W  MMAPEHTEPAIIbHOTO MHUTaHUS NOpUHUMAeT  Accouuarus
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npodeCCUOHANIBHBIX y4aCTHUKOB xocnucHoU momontu (AITYXII). Acconmanus ¢
MOMEHTa cBoero ocHoBaHus B 2014 rogy opraHus3oBajla M IpoBeia JECATKH
BEOMHAPOB, CHUMIIO3UYMOB, KOH(EPEHIUH U HHBIX HAYYHO-TIPAKTUYECKUX U
00pa30BaTEeNbHBIX MEPOMPHUATUNA B Pa3HBIX TOpPOJAX CTPaHBl MO aKTyaJlbHBIM
BOMNpOcaM KIWHUYECKOro JedeOHoro nuTaHus. Co3maHa 0a3a TEKCTOBBIX H
BUJIECOMATEPUAIOB 110 HYTPUTUBHOW IOAAECPKKE HAa HHTEPHET-NIOPTAIIC
Accommanmu  WWW.pro-hospice.ru, a  Takxke HA  HWHTEPHET-TIOpTaJe
MIPOCBETUTENILCKOTO TpoekTa ¢oHma mnomomm xocnucam «Bepa» - «lIpo
naygaTuBy  (WWw.pro-palliative.ru). ®opMupoBaHHe pPeCypCHO-METOIUYECKOM
0a3pl IO BONPOCAM HYTPUTUBHOM MOJACPKKHU JETEH SIBISETCS OJHOM W3 3ajad
OnarorBoputTenabHOoro (onga “Jlerckuil mamMaTUB”, KOTOPBIA MOJATOTOBUI U
OITyOJIMKOBAJ CEPUI0 MPAKTUYECKUX MOCOOMI Mo AaHHOW TeMaTuke. YacTh 3THX
MatepuanoB Gouy “JleTckuil mayauaTUB” MPEeaOCTaBUIl aBTOPaM IPHU MOJATOTOBKE
HACTOSIINX METOAUYECKUX PEKOMEHAAIU.

KomnekcHbli MEXIUCHIMIUIMHAPDHBIA TTOAXOJ SIBISETCS METOIOJIOTUYECKOU
OCHOBOM MNpH  IUIAHUPOBAHWUM  HYTPUTHUBHOM  NOAJNEPKKH.  3aHUMATHCS
obOecrnieueHUEM NMOTpeOHOCTEM pebeHKa B MUTAHUU MPU OKA3aHUM MAJTTUATUBHOU
MEJIUIIMHCKOM TIOMOIIM HE MOTYT M HE JOJDKHBI Bpayu Kakou-inbo OJIHOMU
cnenuanbHOCTU. B MHTEpecax manueHTa HEoOXOoAuMO padoyee B3auMMOJEHCTBHE
Bpayel-qUEeTONIOTOB, BpPAYEH-TaCTPOIHTEPOJIOTOB, BpadEH-TIEANATPOB, BpaAYECH-
HEBPOJIOTOB, BpAa4yeil IE€TCKUX XUPYProB, Bpadyeu M0 NAITIMATUBHON MEIUIIMHCKOM
IIOMOIIIM, A TakX€ MEIUIMHCKUX IICUXOJIOTOB, JIOTONEJOB M COLMAJIBHBIX
paboTHUKOB it A(PGEKTUBHON NPOPUIAKTUKH ¢ JICYCHUS HYTPUTHUBHOMN
HEJOCTATOYHOCTH B KOMIUIEKCE NAJUIMATUBHON MEAUIIMHCKON nmoMoum netsaMm. He
MEHEE BaXXHO HaJaJWTh B3aUMOJCHCTBHE MEIMWLIHUHCKUX OpPraHU3alMil Co
CTAllMOHAPHBIMU OPTraHMU3AlMSIMH COLHUAIBHOIO OOCITYKMBAaHHUSA, YTOOBI J€TH,
MOCTOSIHHO B HUX MPOXKUBAIOIINE, UMETH JOCTYI K MOJHOLUEHHOMY 00€CIeueHHUI0
CBOMX MOTPEOHOCTEN B HYyTPUTUBHON MOJJEPIKKE.

CoBpeMEHHBIN MAIUEHT-OPUEHTUPOBAHHBIN MOJXO0 K OPTaHU3aLlnA Hy TPUTUBHON
NOAJIEPKKM  MpeaycMarpuBaer  (GOPMHUpPOBAHUME  JIOCTATOYHOTO  YPOBHS
POIUTENBCKON MH(DOPMUPOBAHHOCTH, KOMILJIA€HCA M KOMIETEHUUH MO YXOIy 3a
pedbenkoM. OTHOLIEHUE POAUTENEH K SHTEPATIbHOMY U MAPEHTEPATILHOMY MUTAHUIO
HE Bcerjia cBOOOAHO OT MCUXOJIOTHYECKUX OapbepoB U Jaxe npeapaccyakos. Koraga
peOEeHOK HEen3neunuMo OO0JIEH, POAUTENBCKOE KeJlaHue KOPMHUTh €r0 €CTECTBEHHBIM
MyTEM SIBJISIETCS] CUJIbHBIM SYMOLIMOHAJIBHBIM (PAKTOPOM, BIMSIOIIMM Ha KOMIUIAEHC.
N naxke Koraa KOpMJIEHUE CBA3aHO CO 3HAYUTEIBHBIMU PUCKAMU U TPYAHOCTSIMH,
JUISL pOJIUTENEH OHO MO-TIPEKHEMY SIBJISIETCS] BBIpAXKEHHEM JIIOOBU U 3a00ThI. DTO
MOXET BIIUATH HA XapaKTEP NPUHUMAEMbIX POJUTEISMH PEIICHUN W UX TMOIBITKH
OTrPaHUYMUTHCS TOJIBKO €CTECTBEHHBIM IMMTAHUEM JaXXe TOTJa, KOrAa OHO OIACHO H
HerhdextuBHo. Ilpu mnpoBeneHMHM KAvyeCTBEHHOM HYTPUTHUBHOM MOJACPKKU
MPUHLAIN TAUUEHT-OPUEHTUPOBAHHOCTH PEAU3YETCS B BUJE HAIAKEHHOIO
IICUXOCOIIMATIBHOTO  CONPOBOXKAEHUS  CEMbU,  PETYJSIPHOIO  NPOBEICHUS
POAUTENBCKUX INKOJ MO YXOAy 3a pPeOCHKOM, a TakXke TEeKyIIero aHaius3a
YIOBJIETBOPEHHOCTH POJIUTENICH OKa3aHHOW peOCHKY MajNIMaTUBHON MEIUIIMHCKON
ITOMOUIBIO.



http://www.pro-hospice.ru/
http://www.pro-palliative.ru)/

2. HopmaTUBHO-TIpaBOBbI€ OCHOBBI 00ecnieYeHUsi HyTPUTHBHOM MOAIePKKHU
AeTel, HyKAAIHUXCA B NANJIMATHBHON MeIMINHCKON MOMOIIH

Opranuzaiiusi HYTPUTUBHOM TOAACPKKU JETel, HYXKJIAIOIMIMXCS B OKa3aHUU
NMaJUTMATUBHOM MEIUIIMHCKOM ITOMOIIM, BKIIIOYAET:
- o0ecredeHne JeTeld CMECSIMU NI SHTEPAIbHOTO MUTAHUS U JIEKApCTBEHHBIMU
npenapaTtaMu 1Ji1 HapeHTEePATIbHOTO MUTAHUS;
- TPENOCTaBJICHUE MEIUIMHCKUX HW3ACIUN, HEOOXOAUMBIX JJii BBEICHUS
SHTEPAIBHOTO U MapEHTEPATILHOTO ITUTAHUS;
- JIWHAMHYECKOE HaOJIOJICHUE CICIHAIMCTOB, OKAa3bIBAIOIIMX MaUIMATUBHYIO
MEJIUIIMHCKYIO TIOMOINb (MEPBUYHYI0O M CHEIUATU3UPOBAHHYIO), TEPBHUHYIO
MEIMKO-CAaHUTAPHYIO TTOMOIIlb, CIECIIUATU3UPOBAHHYI0 MEIUIIMHCKYIO MOMOIIb. B
COOTBETCTBHHM C 0a30BBIM IPUHIMIIOM MEXKIUCIUTIMHAPHOCTH MaJlJITHATHBHOM
MEIUIMHCKOW MOMOIIY, B YHCJIO TaKUX CHEHUAIMCTOB MOTYT BXOJWUTh BPadH IO
MAJJIMATUBHOW  MEAUUIMHCKOW TOMOIIM, Bpayu-IIEAUATPHI, BpaYU-TICAUATPHI
YYaCTKOBBIC, BpPayU-IAETCKAE OHKOJOTH, BPAayM-HEBPOJIOTH, BPaYU-IUETOJIOTH,
BPAUM-TACTPOIHTEPOJIOTH, HHBIE BPAYM-CIECHHATUCTBI, & TAaKKE MEIUIMHCKUE
MICUXOJIOTH U COLMANIbHBIE PaOOTHUKU. KOMIUIEKCHBIM MEXKIUCIUIIIMHAPHBIMN
MOAXOJ, K HYTPUTHUBHOW TMOJJECPKKE peOCHKa, HYXKIAIOUIErocss B OKa3aHUU
MaJUIMaTUBHON MEIUIIMHCKOM ITOMOIIH, 00ECIIEYNBAET €€ KaueCTBO.

2.1 Tloaoxkenus ¢eaepaabHOro 3akoHoAaTebCTBA Poccuiickoii @enepannu

1o 00eCrne4YeHuI0 CeNUATU3MPOBAHHBIMHY NPOAYKTAMM JIe4eOHOT 0 JAeTeii-

HHBAJNA0B, B TOM YHCJI€ JeTel-NHBAJIUI0B, MOJYy4YAIHNX NATJINATHBHYIO

MEJIUIUHCKYI0 IOMOIIb B aMOYyJIATOPHBIX YCJI0BHAX

Obecneyenne  JACTEH-UHBAIMIOB  CIECUUATU3UPOBAHHBIMU  MPOIYyKTaMU
Je4eOHOT0 MUTaHUs B aMOYJIATOPHBIX YCIOBUSIX, B COOTBETCTBUU CO CTaHIAapTaMu
MEJIMIIMHCKOM TIOMOIIM, B COCTaBe HabOpa COLMAIBHBIX YCIYyT MPETyCMOTPEHO
cratbell 6.2 @enepanbHOro 3akoHa oT 17 wmroma 1999 roma Ne 178-®3 «O
rOCyJapCTBEHHOM CcOLMalbHOM momomm». IlepeyeHp Takux TOPOIYKTOB
yrBepxkaaercs IIpaBurensctBoMm  Poccuiickoit  ®enepanuu  €XKErogHo, B
coorBercTBuM ¢ IloctanoBnennem IlpaBurensctBa Poccuiickonn denepanuu OoT
09.04.2015 No 333 «O6 ytBepxkaenun I[lpaBun dopmupoBaHus MeEpeUHs
CHEIUATN3UPOBAHHBIX MPOIYKTOB JEUEOHOTO THUTAHUS JUIsl JETCH-MHBAIUIOBY.
Pacnopspxenue [IpaButenscTBa Poccuiickoit denepamnuu ot 10 gexadbpst 2021 roga
Ne 3525-p comepxkur IlepedueHs crenuanuM3upOBaHHBIX MPOIYKTOB JIEUEOHOTO
MMUTaHUS 1)1 JeTern-nHBaMIoB Ha 2022 roj1, BKIIFOYaromui 94 HauMeHOBaHUS.

YcnoBust obecriedeHus: peOCHKa, MOTYYAIONMEro MaUIMATUBHYIO MEIUIIMHCKYIO
MOMOIIlb, CHEIUATN3NPOBAHHBIMKU TMPOJAYKTAMH JIEYEOHOTO MUTAHUS B paMKax
Habopa COLMAIBHBIX YCIYT:

® MAIMEHT OTHOCHUTCS K KAaTETOPUHU «PEOCHOK-UHBATIIY;
® peOEHOK SBIAETCS IModyyaTeneM Ha0opa COLUaIbHBIX YCIYyr B 4YacTH,
peycMaTpUBAIOIIEH oOecrieueHne CrenualIn3upOBaHHbIM MUTAHUEM;



® HEoOXOIMMBINM Il peOeHKa MPOIYKT JIeYeOHOro MUTaHUS BKIIOYEH B
[Tepedens crienamTu3uPOBAHHBIX TIPOIYKTOB JIEYCOHOTO TUTAHUS JIJIS IETEH -
VMHBAJIMJIOB HA TEKYIINI KaJEHIAPHBINA TO;

® CICHHAIM3UPOBAHHOE JiIeueOHOE MHUTaHUE MPEAYCMOTPEHO CTAaHAAPTOM
MEIUITMHCKONW TTOMOIM IO 3a00JICBAHHWIO, KOTOPOE IHATHOCTHPOBAHO Y
JTAHHOTO MAI[UEHTA.

[Topsimok mpeaocTaBiIeHUs CIEIUATU3UPOBAHHBIX TIPOIYKTOB JICUEOHOTO MUTAHUS
B paMKax Ha0opa COLMAIbHBIX YCIYT PETYIUPYETCs CISAYIOIMMUA HOPMATUBHBIMU
MPABOBBIMUA aKTaMU MUHHUCTEPCTBA TPyJa U COUMAIBHOW 3amUThl Poccuickoi
Oenepannu 1 MuHncTepcTBa 31paBooxpaneHust Poccuiickont Denepannm.

Cornacno IIpukazy Muntpyna Poccun, Munszapasa Poccun ot 21 nexa6ps 2020
r. Ne 929u/1345n «OO6 yrtBepxkaenun I[lopsaka mnpepocraBieHus Habopa
COIIMAJTIBHBIX YCIYT OTAEIbHBIM KAaTErOpHUsM Tpa)xAaH», 3a MPEAOCTaBICHUEM
peLenToB Ha HE0OXOAUMBIE JIEKAPCTBEHHbIC TTpenapaThl, MEIUIIMHCKUE U3ICIUS U
CIEUAIM3UPOBAHHBIE MPOIYKTHl JICUEOHOTO MUTAHUS I JeTel-UHBAIUIOB
rpaxkjaHe oOpallaroTCs M0 MECTY JKUTEJIbCTBA UJTU MPUKPEIICHUS! B MEAUIIUHCKUE
OpraHu3alliy, OKa3bIBAIOIINE IEPBUYHYIO MEIUKO-CAHUTAPHYIO oMok, [Topsiaok
Ha3HAYEHUS CIECHUATIU3UPOBAHHBIX MPOAYKTOB JICUEOHOTO MUTAHUS PETYIUPYETCS
[Tpukazom Munszapascompa3sutusi Poccun ot 12 ¢eBpans 2007 roga Ne 110 «O
MOPSIAKE HA3HAUYCHUSI W BBINHCHIBAHUS JICKAPCTBEHHBIX MpenapaToB, W3
MEJUIIMHCKOTO Ha3HAYeHUs M CHEIUAIM3UPOBAHHBIX MPOAYKTOB JIEUEOHOTO
nutanusy. [lpunoxenue Ne 14 x manHomy mpukazy coiaepkuT MHCTpYKUIUIO O
MOPSIAKE HA3HAUEHUS W BBINHCBHIBAHUS H3ACIHN MEIUIIMHCKOTO HAa3HAYEHUsS M
CHEIUATU3UPOBAHHBIX MPOJYKTOB JIEYEOHOTO MUTAHUS I J€TeH-WHBAIIUIOB.
CornacHo yka3zaHHOM MHCTpyKiMH, crielUaIn3upOBaHHBIC MPOIYKTHI JIEYEOHOTO
NUTAaHUS  JUIs  JE€TeW-MHBAJUIOB  HA3HAYAIOTCS  BpadyaMM  MEIULMHCKHUX
OpraHu3alli, OKa3bIBAIOIUX MEIUKO-TEHETUYECKYIO MOMOIlb, U BHIMUCHIBAKOTCS
BpauyaMHl MEJUIMHCKUX OpTaHW3allfii, OKa3bIBAIOIIMNX MEIUKO-TEHETHUYECKYIO
MOMOIIlb, WJIM BpadyaMH-CHEIUATUCTaMU (B cllydae HMX OTCYTCTBUS JieHaluM
BpauoM) MEIMIIMHCKUX OpraHu3aliid, OKa3bIBAIOIIMUX TMEPBUYHYI0 MEIUKO-
CaAaHUTAPHYIO MOMOIIIb.

[1pu BEIMUCHIBAHUY XPOHUYECKUM OOJIbHBIM PEIETITOB Ha CIEIIUATU3UPOBAHHBIC
MPOAYKTHI JIEYEOHOTrO MHUTaHUSA ISl JeTeH-UHBAIUIO0B BpadyaM pa3periacTcs
yCTaHaBJIMBATh CPOK JEHCTBUS peuenta B Ipenenax a0 onHoro roxa. Ilpu
BBINIUCBHIBAHUU TAKUX PELENTOB Bpad JOJDKEH CAENATh MOMETKY «XPOHUYECKOMY
O0OMBLHOMY», YyKa3aTh CpPOK JCHCTBUS peIlentTa W TMEePUOANYHOCTh OTITyCKa
CHEIUATN3UPOBAHHBIX TPOAYKTOB JIEYEOHOTO MUTAHUS I JCTCH-UHBAIUAOB U3
anTEeYHOTO YYpPEKJEeHHsS (opraHu3zanuu) (€KeHEAEIbHO, €XEMECA4YHO U T.IL.),
3aBEPUTH ATO YKa3aHHUE CBOEH MOAMUCHIO, 3aBEPUTH 3TO YKa3aHUE CBOEH MOIUCHIO
W JUYHOM TmedaThlo, a TaKke Ie4YaThlo MEIUIMHCKON opraHu3anuud «Jlis
PELENTOBY.

Korma HeoOxomumbiii peOCHKY CHENMAIM3UPOBAHHBIA MPOAYKT JIe4eOHOTO
MUTAHUS HE BXOJUT B COOTBETCTBYIOIIMM CTaHAApPT OKa3aHUS MEIUIIMHCKOM
MOMOIIM, TP €ro Ha3HAYCHWHW CJeAyeT OmupaThCsi Ha 4YacTh 15 crtateu 37
®denepanbHoro 3akoHa ot 21 HosiOpst 2011 r. Ne 323-d3 «O0 ocHOBax OXpaHbI
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310pOBbs rpaxkaaH B Poccurickoin denepanum», COrIaCHO KOTOPOU, HA3HAYCHUE U
NPUMEHEHUE  JIEKAPCTBEHHBIX  MpENnapaToB, MEAMIIMHCKUX  U3JENUA U
CIEIUAIM3UPOBAHHBIX MPOJAYKTOB JI€YEOHOr0 MHUTAHUSA, HE BXOASANIUX B
COOTBETCTBYIOIIUI CTaHAAPT MEIUIIMHCKON MOMOIIM WIM HE HPEAyCMOTPEHHBIX
COOTBETCTBYIOIIEN KIMHUYECKON PEKOMEHIALIMEN, TOITYCKAIOTCS B CIIy4ae HATMYHS
MEJIMIIMHCKUX TOKa3aHUM (MHAWBUIYaJIbHON HENMEPEHOCUMOCTH, MO >KU3HEHHBIM
MOKAa3aHUsIM) MO PEIICHUIO BpaueOHON KOMUCCHUMU.

HUcrounnkoM  QuHAHCUpOBaHMS TNpU  OOECNEYEHUH  JIeTeH-UHBAIUIOB
CHEIUMAIN3UPOBAaHHBIMU TPOAYKTaMU JIe4eOHOro MHUTAaHMUs B paMKax Habopa
COLIMAJIBHBIX yCIyr (B TOM 4YHUCJIE JETEH-UHBAIUIOB, HYXJIAIOIIUXCS B
NaUIMATUBHOW MEIUIMHCKOW TIOMOIIM), ABJSIETCS (eaepaiabHblil  OIOJIKET.
[TocranoBnenuem I[IpaButenscTBa Poccutickoit @eneparuu ot 28 nexadbps 2020 r.
Ne 2299 «O TIlporpamMme rocyJapCTBEHHBIX TapaHTUN OECIUIATHOTO OKa3aHWs
rpaxaanam MeauuuHckor nomomy Ha 2021 rox v Ha rtaHoBeId niepuon 2022 u
2023 rogoB» OTHOCUTENIBHO HCTOYHUKA TAKOTO (DMHAHCUPOBAHUS YCTAHOBJIEHO, YTO
32 cyeT OIOJ/UKETHBIX AaCCUTHOBAaHUN (pefepanbHOrO OMOIKETa OCYLIECTBIISIETCS
(uHaHCOBOE OOECIICUECHHE:

IIPEIOCTABIEHUSI B YCTAHOBJICHHOM MOpAJIKe OromkeraM cyObeKToB Poccuiickoii
®deneparuu u O010KeTy T. ballkoHypa CyOBEeHIIMIA Ha OKa3aHUE TOCYIapCTBEHHOM
COI[MAJILHON TMOMOIIM OTACJIBHBIM KaTEropusiM TpakJaH B BHJE Habopa
COLIMAJIBHBIX YCIYT B YacTH OOECHe4YeHHs HEOOXOJMMBIMHU JIEKAPCTBEHHBIMU
npenapaTamM, MEIWIMHCKUMU W3JACIHUIMHU, a TaKXKe CHEUaIu3upOBAHHBIMU
MPOTyKTaMH JIEYeOHOTO TUTAHUS JIJIS IETEH-UHBAIUIOB B COOTBETCTBUU C TyHKTOM

1 gactu 1 cratbu 6.2 @enepanbHOrO 3akoHa «O TOCYyIapCTBEHHOM COLMATBHOMN
MTOMOIII.

JlekapcTBEHHBIMH ~ TIpenapaTaMyd JJiss [ApEHTEpPaJbHOrO0 TMUTAaHHS  JIETH,
MOJTyYarolfe MATMaTUBHYIO MEIUIIMHCKYIO TTIOMOIIlb, MOTYT OBITh 0OECIIEUEHHI B
cooTBeTCTBUM ¢ llepeyHeM KU3HEHHO HEOOXOIMMBIX M  BaKHEHIIUX
JIEKAQpCTBEHHBIX TMpPENapaToB ISl MEAUIIMHCKOTO MPUMEHEHUSI, yTBEPKICHHBIM
Pacnopstxenuem IlpaBurensctBa PO ot 12 okTsi6ps 2019 r. N 2406-p. B ciyuae,
€CIM HEOOXOJIUMBI pEeOCHKY JIEKapCTBEHHBIN TMpernapar s MapeHTePaIbHOTO
MUTAHUS HE BXOIUT B YKa3aHHBIA NEpedYeHb, CTABUTCS BOIMPOC O OOECICUCHUU
pebeHKa TaKuM JICKapCTBEHHBIM IMTPEnapaToM IO KU3HEHHBIM MTOKa3aHUSIM 3a CUET
CPEIICTB PErHOHAIBHOTO OOJKETa Ha OCHOBAaHUU COOTBETCTBYIOIIETO PEIICHUS
BpaueOHOM Komuccuu. Jletu-uHBamuabl 10 18 et BkitoueHsl B [lepeuens rpynm
HAceJICHUsI W KaTeropuil 3aboseBaHWi, MPU aMOyJIaTOPHOM JIEYEHUU KOTOPBIX
JIEKApCTBEHHBIE CPEJICTBA U U3JIENU MEIUIIMHCKOTO Ha3HAUYEHUS OTITYyCKAIOTCS 0
perientaM Bpadeil OecruiaTHo, yTBepxkacHHBIA [locTanoBienuem IlpaButenncTBa
P® ot 30 urons 1994 r. N 890 "O rocynapCTBEHHOW NOAJEPKKE Pa3BUTHUS
MEJIUIIMHCKOW TPOMBIIUICHHOCTH W YJIYUYIIEHUM OOCCIICUCHHUS] HaceJIeHUs |
VUPEKJICHUN 3IpaBOOXPAHCHUSI JICKAPCTBEHHBIMU CPEJCTBAMU W HU3ACIHUSIMU
MEIUIIMHCKOr0 Ha3HAauYeHUs'".



2.2 IlpenocraBiieHue MeIUIIMHCKHAX U3/1eJIUI 1715l MPOBeAeHUsI HyTPUTHUBHOM
MOAJAEPKKH JIeTeil B JTOMAIIHUX YCJIOBUAX

CornacHo yactu 4 cratbu 36 @eaepanbHoro 3akoHa ot 21 Hoa0ps 2011 r. Ne 323-
@3 «O0 ocHOBax OXpaHbI 370pOBbs TpaxaaH B Poccuiickoii ®Dexepanumn», mpu
OKa3aHWU NMAJTMATUBHON MEIUIIMHCKON MOMOIIY MalMEHTy MPEAOCTABISIOTCS JIs
UCIOJB30BaHUSA HAa JIOMY MEIMIIMHCKUE U3JeNus, NpeIHa3HAuYCHHbIC IS
nojsiep>kaHust QyHKIMM OpraHoB U CUCTEM OpraHu3ma yesioBeka. [lepeyeHn Takux
MEIUIMHCKUX u31enuil yTBepkaeH [Ipukazom Munszapasa Poccuu ot 31 mas 2019
r. Ne 3481 «O0 yTBEp)KICHUH TIEPEYHS MEIUIIMHCKUX U3ACIIHM, MpeIHa3HauYeHHBIX
Uil mojjiepkaHuss (QYHKIMM OpraHoB M CHUCTEM OpraHuM3Ma 4YeJloBeKa,
MPEAOCTABISEMbIX JJISI MCIOJIB30BaHUS Ha JAOMY». JlaHHBIN MEpPEUYEeHb BKIHOYAET
HECKOJBKO BHJIOB MEAMIIMHCKUX HW3JETUN, HEOOXOAMMBIX [UIsl MPOBEIACHHUS
HYTPUTUBHON MOJJEPKKUA (B OCHOBHOM JIJIsl SHTEPAJILHOTO MUTAHUS, HO TaKXKe U
JUIs TITapeHTepaabHOro nutaHus). HeoOXoaumMo mog4epKHyTh, YTO MEAUIIMHCKHUE
U3JeNusl, MPEIOCTaBIsIeMbIe JJIsi MCIOJIB30BaHUS Ha JoMy corjiacHo IIpukaszy
Munsapasa Poccun ot 31 masg 2019 roga Ne 348H, KOTOpBIE MOTYT IPUMEHSITHCS B
LEsAX HYTPUTUBHOM MOAACPKKH, OTHOCATCS K TPEM TIpynnaM MEIUIMHCKUX
m3aemut (Tabmuua 1). OT1o rpynmsl «BcmomorarenbHble W 0011€00IBHUYHBIC
MEJIUIIMHCKUE M3Aeus», «['acTpo’HTEpOIOTHUEeCKue MEIUIIMHCKUE H3ICTUs» M
«PeabunuTaniioHHbIEC U aJaNTUPOBAHHBIEC 111 MHBAJIMIOB MEAUIIMHCKUE U3JIETTUS»,
B COOTBETCTBUU C HOMEHKJIATYPHOU KiaccH(pUKaIMEd MEIUITMHCKUX W3IEIUN T10
BHJIaM, YTBEPXKIAECHHOM npuka3zoM Munznpasa Poccun ot 6 utons 2012 rona Nedn
«O0 yTBEpKJIEHUHM HOMEHKJIATYpHOM KJIaCCHU(PUKAIMK MEIUIMHCKUX H3JCTU.
Buael m KoABl METUIIMHCKUX W3JSIUN pa3MelleHbl Ha OQUIMATBHOM CaiTe
denepanabHOM CITy>XObI IO Ha30pY B cdepe 3ApaBOOXpaHECHUS B HHPOPMAIIMOHHO-
TEJIEKOMMYHUKAIITMOHHON ceTh «/HTepHET», B COOTBETCTBUU C HOMEHKJIATypHOU
KJaccuukanmen MEIUIIMHCKUX U3AeNTui, pOopMUPYEeMOi B 3JIEKTPOHHOM BHUJE IO
rpyIIaM 1 NoArpymnmnam.

Cornacno Ilpuxazy MwunzapaBa Poccun ot 10 urons 2019 r. Ne 5051 «O6
yTBepxkaeHuu llopsiika nepenadyn oT MEAUIMHCKON OpraHu3allud MalyeHTy (ero
3aKOHHOMY TPEJCTABUTEII0) MEIUIMHCKUX W3JCINN, MNpeaHasHAYEHHbIX IS
nojjaep>kanusi (QYHKIUHA OpraHoB U CHUCTEM OpraHu3Mma 4eJIoBeKa, IS
WCIIOJIb30BaHUs Ha JJOMY MPU OKa3aHUM NaJUTMATUBHON MEIUIIMHCKOW MOMOILN,
pelIeHue o epeaade MeIUIMHCKOTO U31eIUs IPUHUMAETCSI BpauyeOHON KOMUCCUEH
Ha OCHOBAaHUHU 3aKJIIOYEHHUS JI€Yallero Bpaya O HYXKJAaeMOCTH TMalMeHTa B
MEIUMIMHCKUX u3enuax. K 3akiIloueHHio Jieyalllero Bpada Ipuiiaraercs
nHOOPMUPOBAHHOE JOOPOBOJBLHOE cOTJIache TaiueHTa (ero  3aKOHHOTO
NpEACTABUTENS]) HA MEAMIMHCKOE BMENIATEIbCTBO. AHKETa O COCTOSHUHU
JIOMAITHUX YCJIOBHUH MallMEeHTA 3aI0HACTCS U MPUJIaraeTcs K 3aKII0UCHHUIO TOJTBKO
B ciiydyae nepemaun anmapara MBJI wiam MeIMUMHCKOM KpOBaTH, a TAaKKe
MEIUIMHCKUX  M3JIeJUH, TMpeIHa3HAUYCHHBIX [JI1 COBMECTHOIO C HHUMH
ucrnosbs3oBanus. [lepenaya MeUIIMHCKOTO U3/ETHS OCYIIECTBIISECTCSI HA OCHOBAHUH
IpaXKIaHCKO-TIPAaBOBOro JoroBopa. llpu mepenadye MEIUIMHCKOTO HU3ACIHS
obopMmIISIETCSL aKT TMpUeMa-Tliepeadyd, a Npu BO3BpaTe — akT BO3Bpara.
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MeaunuHckoe 000pyJOBaHHE TIEpelaeTcs NAlUEHTy WIM €ro 3aKOHHOMY
IPEACTABUTENI0 BO BPEMEHHOE IOJIb30BAHUME HA CPOK, yKa3aHHBIA B JIOTOBOpE.
MeauuuHcKre pacXoJHble MaTepUalibl IEPEAAOTC B COOCTBEHHOCTD.

BpauyeOnass koMmuccusi MEOUIIMHCKOW OpraHu3aldd, B KOTOPOM MalMeHT
MoJy4yaeT NaUIMaTUBHYIO MEIMIIMHCKYIO MOMOIIb B aMOYJIaTOPHBIX yCJIOBUSIX, B
TeyeHue 3 pabouyux JHEW MOocie MPEeAOCTaBICHU JeYallluM BpadyoM JI0KYMEHTOB,
yka3zaHHbIX B 1.2 Ilopsinka, BBIHOCUT peEIICHHE O HEOOXOAUMOCTH Ieperaydu
MEUIIMHCKOTO U3/IeIUs MalMeHTY WIH €r0 3aKOHHOMY IMPEACTaBUTEINIO.

B cootBerctBum ¢ 1.5 [opsnka, MEIUIIMHCKOE U3/EINE JOJKHO OBITh IEPEIaHO
NAIMEHTY WM €ro 3aKOHHOMY MpPEJICTaBUTEINI0 B T€UEHHUE IMATH pabovuX JHEW C
JIaThI IPUHATHS BpauyeOHOW KOMHCCHEN pelieHus o rnepeaaye.

[TogpoO6HOE wH3I0XKEHUE MPAKTUYECKUX aCMEeKTOB OpraHu3aluu IMpolrecca
nepefauyd  MEIUUMUHCKUX  M3JENHM  3aKOHHBIM  MPEACTaBUTENSIM  JETeH,
MOJTYYaloIUM MAJUTMAaTUBHYIO TTOMOIIb Ha AoMYy, cojaepuT Ilucemo Mun3apasa
Poccuu ot 13 suBaps 2021 1. Ne 15-1/U/1-143 «Metoauueckue peKOMEHAAIUH 10
BOIpOCAM  MEpeJauyd  3aKOHHBIM  MPEACTABUTENSAM  JACTEW, MOJyYarolux
NaJUIMaTUBHYI0 MEIUIMHCKYIO TOMOIIb Ha JOMYy, MEAMIIMHCKUX W3JEIuH,
NpeaHa3HAYCHHBIX Il MOJJepKaHus (PYHKIMM OpraHoB M CUCTEM OpraHu3Ma
YEJIOBEKaY.

B kauecTBe uctouHuka (pruHaHCUPOBaHUSI JIJIs1 00ECTICUCHUS IETEH, MOTyYarouX
NaJUIMaTUBHYI0 MEIUIMHCKYIO MOMOIIb Ha JIOMY, MEIMIIMHCKHUMHU HU3ACIUSIMU B
[Toctanosnenuu [IpaButenscTBa Poccuiickoit @enepanuu ot 28 nexadps 2020 r. Ne
2299 «O [Ilporpamme TroCyJapCTBEHHBIX TapaHTUW OECIUIATHOTO OKa3aHUS
rpaxkaaHaM MeauIrMHCcKor nmomonu Ha 2021 rog v Ha mIaHoBRIN niepuon 2022 u
2023 rTOomoOB» YyKa3zaHbl OFOPKETHBIC ACCHUTHOBAHHS ONOIKETOB CyOBEKTOB
Pocculickon ®@enepanumu.

B cBowo ouepenp, OromkeTsl cyObekTOoB Poccuiickoit depepauuu MOIyyaroT
cyocuauu u3 denepanbHoro Oromkera coriacHo [locranosnenuto [IpaButenscTBa
P® or 26 nekabps 2017 r. N 1640 «OO0 yTBEepKICHHH TOCyAapCTBEHHOU
nporpamMmbl  Poccuiickoit @enepanun «Pa3zBuTue 3apaBOOXpaHEHHUs», KOTOPOE
conmepxxut IlpaBuna mpegocTaBieHHsT W paclpefeNieHHus CcyOocuamid U3
dbenepanpHoro OrokeTa OromKeTaM cyobekToB Poccuiickoit Denepaiivu B 1ENsIX
coMHAHCUPOBAHUSI peau3allid TOCYJapCTBEHHBIX MPOrpaMM  CyOBEKTOB
Poccuiickonn ®enepaunu, COACPKAIUX MEPOINPHUATHS IO PA3BUTHUIO CHUCTEMBI
MAJJIMATUBHOW MEAULIMHCKON TOMOLIU.

2.3 HaOJironeHue u JieyeHue pedeHKAa, MOJIy4auero HyTpuTHBHYI0
MOIEPKKY, B MEAUIIUHCKUX OPraHU3alUsIX, OKAa3bIBAIOLINX
CIEeNHAJM3MPOBAHHYI0 NAJIMATUBHYI0 MEAUIUHCKYIO IOMOIIb

Cornacno IIpuka3zy MunucrepcTBa 3apaBooxpanenusi Poccutickoit @eaepanuu
u MuHHCTEpCTBA TpyAa M conuaibHOM 3ammThl Poccuiickoir denepaumu Ne
345u/3721 ot 31.05.2019 «O6 ytBepxaenuu IlomoxxkeHuss 00 oOpraHu3aluu
OKa3aHWs  NAUIMATUBHOW  MEIUIMHCKOM  TIOMOINM,  BKJIOYasg  MOPSI0K
B3aUMOJICMCTBUS MEIUIIMHCKUX OpPraHu3alyi, OpraHu3alydil  COLMAIIBHOIO
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oOCIy’>KUBaHUSI M OOLIECTBEHHBIX OOBEIMHEHHM, WHBIX HEKOMMEPUYECKUX
OpraHu3aInid, OCYIIECTBISIONINX CBOIO JIEATETLHOCTh B C(hepe OXpaHbI 30POBBS»,
HEOOXOJIMMOCTh JTMHAMHYECKOTO KOHTPOJIS TPYOHO KYHMUPYEMBIX TSKEIBIX
MPOSIBIICHUN 3a00eBaHuUs SIBIISIETCS MMOKa3aHUEM K OKA3aHUIO
CIICLIMAJIM3UPOBAHHON MAJUIMATUBHOM MEIMIMHCKOA TIOMOIIM B OTICICHUU
BBIC3JTHOM MATPOHAXKHOW MNAJUIMATUBHOM MEAUUMHCKOW MOMOIIM  JETSIM
(ITpunoxenne No26). K Tpy1HO KymUpyeMBbIM TSKEIIBIM MPOSIBICHUSM 3a001€BaHUS
CJIelyeT OTHOCUTh WPOSBJICHUS HEIOCTATOYHOCTH MHUTAHUS (HYTPUTHBHOU
HEJIOCTATOYHOCTH), Kak ocTpoi, Tak u xponuueckot (MKbB-10: E40-E46). K
GyHKIUSAM OTHAENIeHHs Bble3qHOM marpoHaxHoW [IMII nmersm, moMuMo mpodvux,
OTHECEHbl cleAyomue GyHKIUM, HanpsMyl0 CBsA3aHHbIE C OpraHu3aluen
HYTPUTUBHOU MOJIEPKKHU:

- JUMHaAMUYecKoe HaOoJleHne 3a JCTbMH, HYXIAIOUUMUCA B OKa3aHUU
MAJUIMATUBHON CHEUUAIM3UPOBAHHOW MEIUIMHCKOM IIOMOIIM HAa JIOMy U B
CTAllMOHAPHBIX OPraHU3AIMUSAX COLMATBLHOTO 00CITYKUBAHUS;

- KOHCYJBTHPOBAaHHUE POJUTENIE WJIM 3aKOHHBIX NPEACTABUTENCH, WHBIX
POACTBEHHUKOB JIE€TEH, HYKIAIOIINUXCS B NAJUIMATUBHOM MEAUIIMHCKON TOMOUIH, U
oOyueHre UX HaBbIKaM yXO0/ia 3a TSKEI000IbHBIMU JETHMH.

VYkazanHeie (YHKIMU JAIOT OCHOBAaHUS JJIsl COTPYIHUKOB Opuraja BbIC3IHOU
natpoHaxHou [IMII geTsm oka3pIBaTh HyTPUTUBHYIO HOJIEPKKY HE TOJIBKO IETSIM
C TSDKEJIBIMU MPOSBICHUSMH HEJOCTATOUYHOCTH MUTAHUSA, HO M TEM Mal[MEHTaM,
HYTPUTHUBHBIA CTATyC KOTOPBIX TpeOyeT MOJAep>KaHus B Mpeesiax ONTUMAIbHbBIX
3HAYECHU, TUHAMUYECKOTO KOHTPOJIS, GOPMUPOBAHMS HABBIKOB YXO0/1a Y pOAUTENEH
(3aKOHHBIX TpEACTaBUTENCH), B TOM YHCJIE€ B CTAI[MOHAPHBIX OpraHU3AIUSIX
COIMAJIBHOTO OOCTykKrBaHus. HeoOXoaumMo mMOAYepKHYTh POJIb METUIIMHCKOTO
MICUXOJIOTa ¥ COIMAJIbHOTO pa0OTHMKA B OpraHU3allud  KOMIUIEKCHOM,
MEXIMCIMIUIMHAPHOW pPabOThl OTAelNeHUM Bble3qHOM mnaTpoHaxkHou [IMII mo
HYTPUTUBHOU MOJAEPKKE JETEN.

Opranu3zanusi HyTPUTUBHOM MOJJICPKKHU I€TEH, HYKIAIOIMNXCS B MAJNTMATUBHOU
MEIUIMHCKOW TTOMOIIH, MPEANOJaraeT TECHOE B3aUMOJICHUCTBUE COTPYIHUKOB
JIETCKUX MaJUTMAaTUBHBIX CITYKO C METUIIMHCKUMH OpTaHU3alUSIMU, OKA3bIBAIOIIIUMU
MEPBUYHYIO MEJIUKO-CAHUTAPHYIO MOMOIIb, U HAJW4YWE MPEEMCTBEHHOCTH B HX
pabote. Bpaun-racTposHTEpOJIOTH, Bpaunu-AUETOJIOTH, Bpauu JIE€TCKUE XUPYPrH U
JpyTUE BPaAYU-CHEUUAINCTHI, OKa3bIBAIOIIME IEPBUYHYIO MEIUKO-CAHUTAPHYIO
IIOMOIIb W CHEUHAIM3UPOBAHHYK) MEIUIMHCKYI0 IIOMOIb, OCYIIECTBIISIOT
HYTPUTUBHYIO TMOJJEPXKKY JE€Tei, HYXIAIOIUXCAd B OKa3aHUU NaJUIMATUBHOU
MEUITMHCKON TOMOIIH, B paboyeM B3aUMOJCUCTBUU C COTPYJHUKAMH JIETCKUX
MAJUTMATUBHBIX CITYXKO.

Cornacao 1.4 [TonoxeHus: 00 opraHu3aiuu AesTEIPHOCTA Bpadya-auerosora (yTB.
npukazoM Munznpasa P® ot 5 asrycrta 2003 r. N 330), Bpau-guerosior o0si3aH
KOHCYJIbTUPOBATh [0 BOIPOCAM OpraHu3aluy JICUeOHOro TIUTAHHUS Bpadei
OT/ICJICHUI MEIUIIMHCKON OpraHu3aluy, MalueHToOB — 0 BOMpOcaM JIeYeOHOTO U
palMOHAJILHOTO TIUTaHMS, a TAK)Ke MTPOBOAUTH aHAIN3 2(P(HEKTUBHOCTH JIEYEOHOTO
MATAHUS.
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OTHOCUTENBbHO OKa3aHus crnenuanuzupoBanHoi 1IMII neTsiM B cTanMoOHapHBIX
ycnoBusx ITpukas Munsnpasa Poccun u Muntpyna Poccun ot 31 mas 2019 roga
Ne 345u/372H copep)uUT ykazaHue O TOM, 4TO B PyHKIUU oTAeneHus (koek) [IMIT
netam (Ilpunoxenune Ne 29) u xocnuca ansa geredt (Ilpunoxkenue Ne 35) Bxogut
«OCYIIECTBJIICHHE yXOJa 3a JCThbMH, B TOM 4YHCJIEe MNPOPUIAKTAKA WU JICUCHHE
XPOHUYECKUX paH, yXOJ 3a JIpEHa)KaMU U CTOMaMH, KOPMJICHHE, BKJIIOYas
napeHTepabHOE THUTaHWE». YKa3zaHHble QYHKIUA HAMpsSMYyI0 CBS3aHBI C
OpraHu3alyeld HyTPUTUBHOM MOJNEPKKU JeTel. B 4hCciIo OCHOBHBIX MEIUIIMHCKUX
MMOKA3aHUM K OKAa3aHUI0 MAJUTMATUBHOM CHENUAIU3UPOBAHHON MEAUIUHCKOM
nomotu aetsiM B Otnenenun (Ha xoitkax) [IMII getsm (Ilpunoxenue Ne29) u B
xocnuce s aeteit ([punoxenue Ne 35) BKIIIOUEHBI «TPYAHOCTU B KyIUPOBAHHUH
TSDKEJIBIX CHUMITOMOB 3a00JIEBaHUSI CO CTOPOHBI KU3HEHHO BaKHBIX OPraHOB U
CUCTEM», a TaKXKe «HEOOXOIUMOCTh T'OCIUTAIU3ANMK PeOCHKA MO COLUAIbHBIM
MOKa3aHUsIM, B TOM 4HCJIE€ O€3 MPUCYTCTBUSA €ro POJUTENST WM 3aKOHHOTO
npeactaButessi». HeoOXoauMo MNOAYEPKHYTh, YTO MPOBEACHUE HYTPUTHUBHOM
MOJJIEPAKKHU B YCIOBHSIX CTAIMOHAPA, OKA3bIBAIOIIETO crienuain3upoBannyo [IMII
JIETSAM, HEPEJIKO OCYILECTBISETCA MPU TOCIUTAIM3AIUUA JETEH, POKUBAIOIINX B
CTAllMOHAPHBIX OpraHU3alUsAX COIMAIBLHOTO OOCIY>KHWBAHUSI W TPU3HAHHBIX
HYKJAIOIIMMHKCS B OKa3aHUU MAJTMATUBHON METUIIMHCKON MTOMOIIY, 0OCOOECHHO MTPH
UX MOTPEOHOCTH B 30HJIOBOM, TACTPOCTOMUYECKOM WIIH IMAPEHTEPATIbHOM MUTAHUH.

IIpy opraHuzanuu  HYTPUTUBHOM  TOANEPKKU  JETEH, IMOTYyHAIOLIUX
NaJUTMATUBHYIO MEJIUIIUHCKYIO TIOMOIIIb, OOJIBIIIOE 3HAUEHUE UMEET IMOJTHOIIEHHOE U
00BEKTUBHOE MH(DOPMHUPOBAHKUE POTUTENCH (3aKOHHBIX MPEICTaBUTEINCH) peOeHKa
O HMMEIOIIMXCA BO3MOXKHOCTSX JUIsi oOecriedeHus: Takoil mojaepkku. CoriacHo
yact 4 cratbu 70 denepanbHoro 3akoHa oT 21 HosiOps 2011 1. Ne 323-03 «O6
OCHOBax OXpaHbI 3JJ0pOBbs rpaxkaaH B Poccuiickont denepanuny, Jeyaliud Bpay,
pEKOMEHAYsl TMAalMEHTy JIGKapCTBEHHBIA TMpenapar, MEIUIMHCKOE W3JeIue,
CIIEUAIM3UPOBAHHBIN MPOAYKT JIEYEOHOTO MUTAHUS WJIA 3aMEHUTEIh T'PYIHOTO
MOJIOKa, 00si3aH HMHGOPMUPOBATH MalMEHTA O BO3MOXKHOCTU IMOJYYECHUS UM
COOTBETCTBYIOIIMX  JIGKAPCTBEHHOTO  Mpernapara, MEIUIMHCKOTO  M3Jeius,
CIEUAIM3UPOBAHHOIO MPOJAYKTA JIEYSOHOTO MUTAHUS WU 3aMEHUTENIS TPYIAHOTO
MoOJIOKa 03 B3UMaHus IJIaThl B COOTBETCTBUM C 3aKOHOJIATENILCTBOM Poccuiickoit
denepanum.

HyrtputuBnas mnopgnepxkka  JgeTed, HYXJAOIMXCAd B MNAJUIMATUBHOU
MEJIMIIMHCKOW TOMOIIY, B CTallMOHAPHBIX YCIOBHUSX OPraHU3YETCsl COTJIACHO
OOIIUM TPHUHIMIIAM OPTaHHW3allMU MUTAHUS JCTeH B CTAaIlMOHApaX MEIUIIMHCKUX
opranuzanuii. [TanieHT UMeeT MpaBo Ha MOTy4YeHUE JIeUeOHOTO MUTAHUS B CITydae
HaxO0>/ICHUS MallMEeHTa Ha JICUCHUH B CTAIIMOHAPHBIX YCIOBUAX (I 6 4acTH 5 cTaThbu
19 ®enepanproro 3akona oT 21 HoaOps 2011 1. Ne 323-03 Ne 323 «O6 ocHOBax
OXpaHbl 37I0pOBbs TpakaaH B Poccuiickoit denepanun). B coctaBe mnomenieHuit
OTIEJICHUSI NaJUIMaTUBHON MEIUIIMHCKOM MOMOIIM JETIM M XOCIHca UId JeTeu
pekoMmeHayeTcs mpeaycmatpuBath Oydet u pazaarounyto ([Ipunoxenust NeNe 29 u
35 k Ilpuka3zy MunsnpaBa u Muntpyna ot 31 mas 2019 roga Ne 345u/372H), ¢
Y4ETOM MpeodsiaaHusl KOHTUHIEHTa MAaIllMeHTOB, HAXOJSIIMXCS HAa MOCTEIHLHOM
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pexuMe W/WIM ~ UMEIOLIMX  3HAYMTENbHbIE  JIBUTaTeJIbHbIE  HapyLICHUS,
OTPaHUYHMBAIOININE UX MOOUITHHOCTD.

OO0ecrieueHre MaMEHTOB JICUEOHBIM MUTAHUEM B CTAallMOHAPAX MEIMIIMHCKHUX
OpraHu3aiuid OocymecTBisiercss B coorBercTBuu ¢ [Ipukazom MuHucrepcTBa
snpaBooxpaHeHus: PO ot 23 centsaops 2020 r. N 10081 "O06 yTBepKIeHUN TTOPSIKA
oOecrieueHus MarreHToB JIeyeOHbIM NUTaHueM" .

Cormacao panHomy Ilopsiaky, nmedeOHOE MUTAaHWE SBISETCS HEOTHEMIIEMBIM
KOMIIOHEHTOM JIe4eOHOro mporecca U NPOPUIAKTHUECKUX MEpPONpPUITHI U
BKJIIOYAET B ce0s MHILEBBIC PAIMOHBI, KOTOPbIE COCTOSIT M3 OIpPEICICHHbIX
MPOJIYKTOB, B TOM YHCJIE CIECIMAIM3UPOBAHHBIX MPOIYKTOB JI€UEOHOIrO MUTAHMUS,
BKJIIOYAsi CMeCH OEJIKOBbIE KOMIIO3UTHBIE CyXH€ W BUTAaMUHHO-MUHEPAJIbHbBIE
KOMILJIEKCHI, TOJBEPIaeMbIX COOTBETCTBYIOIIEH TEXHOJIOTHYECKON 00padoTke, a
TaK)Ke JiedeOHble TPOAYKTHI SHTEpaJbHOrO0 muTaHusd. JleueOHoe mUTaHUE
OpPraHU3YyeTCsl U OKa3bIBAETCSl B COOTBETCTBUM C HACTOAIIUM MOPSIAKOM, HA OCHOBE
KIIMHUYECKUX PEKOMEHJAIMH U ¢ YYETOM CTaHJapTOB MEIUIIMHCKOW IMOMOIIIH,
BKJIIOYAIOMIMX B ce0s BUIBI  JIeYEOHOTO MWUTAHUS, B TOM  YHUCIE
CIIEIUAJIM3UPOBAHHBIE TTPOYKTHI JIEYEOHOTO MTUTAHMUS.

JleyeOHOE MUTaHWE HA3HAYAETCS MAILMEHTY JICUallldM BpPayoM WJIM JI€KYPHBIM
BpauyoOM MEIMIIMHCKOW OpraHU3allid B COOTBETCTBUHU C HO30JI0THYECKOU (hopMmoit
3a00J1I€eBaHUI TI0 OCHOBHOMY U (MJIM) COMYTCTBYIOLIEMY JUATHO3Y.

JleueOHOE MHTaHKME B CTAllMOHAPE JOJKHO HAa3HAYATHCS JICHAIIUM BPAyOM HIIH
JICKYpHBIM BpauyoM HE MO3JHEE 4 YacoB C MOMEHTA MOCTYIUICHHS TAlMEHTa B
CTallMOHAp MEAUIMHCKON OpraHu3aldy IMPU YCTAHOBICHUM MPEIBAPUTEIBHOTO
nuartosa. [Ipy u3MEHEHHHM KIMHUYECKOTO JHUarHo3a, TpeOyrolieM H3MEHEHHUs
Je4eOHOr0 MUTaHUs, TAIUEHTY Ha3HA4YaeTCsI COOTBETCTBYIOIIEE JIeYeOHOE TUTAaHUE
B CPOK He mno3aHee 48 4yacoB ¢ MOMEHTa u3MeHeHus. [Ipyu BhINHUCKE MalMeHTa U3
MEIUIIMHCKOM  OpraHMu3allid, OKa3bIBAIOIICH  MEAUIIMHCKYI0 TIOMOINb B
CTAllMOHAPHBIX YCJIOBUSX, JI€YalllMM BPauOM B BBIIIUCHOM OJIHUKPHU3E JAOTCS
PEKOMEHJAIMU 110 JIEYEOHOMY MTUTAHUIO.

CornacHo nmpuka3zy MunucrtepcTBa 3apaBooxpanenus ot S aprycrta 2003 r. Ne 330
«O wMepax MO COBEpIICHCTBOBAHUIO JIEUEOHOrO MHUTaHUA B  JieueOHO-
npodUIaKTHUYECKUX YupexkaeHusx Poccuiickoit ®denepanun», B MEAUIIUHCKOM
OpraHu3aluu ¢ KoanyectBoM koek oT 100 u Beiie co3naerca CoBet 1o jgeueOHOMY
nutanuto (Ilpunoxenune Ne 2). 3agauamu CoBeTa SBISIETCS COBEPIIICHCTBOBAHUE
OpraHu3aluy JIeYeOHOTO MUTAHUSI B CTAllMOHApE, BHEAPEHUE HOBBIX TEXHOJOTUMN
MPOPUIAKTHIECKOTO, JUETHYECKOTO U JHTEPATBHOTO TMHTAHHS, a TaKKe
YTBEPKIECHUE HOMEHKJIATyphl IUET, CMECEU ISl SHTEPAIbHOTO MUTAHUS, CMECen
OEJIKOBBIX KOMITO3UTHBIX CYXHX JIJISl ISYEOHOTO MUTAHMS, TTOIJICKAIINX BHEAPESHUIO
B JAaHHOM MEIMIIMHCKOW opraHu3anuu. OTBETCTBEHHBIM 3a OpraHU3aIHUIO
JIe4eOHOTO MUTaHUs SIBISETCS Bpau-aueTosior. B Tex ciaydasx, korjaa JOJKHOCTb
Bpaya-IueToyiora B MEIUIIMHCKOW OpraHu3allid OTCYTCTBYET, OTBETCTBEHHBIM 3a
3Ty paboTy SBISETCS MEIUIMHCKas cecTpa jauerhyeckas. OpraHuzaiuio
SHTEPATBLHOTO MUTAHUS B CTAI[MOHAPE MEIUIIMHCKON OpraHu3aIiy OCYIIECTBISIOT
Bpaud AaHECTE3UOJIOTU-PEAHUMATOJIOTH, TAaCTPOSHTEPOJOTH M Bpadyd HHBIX
CIEIUAIBHOCTEW, OOBbEIUHEHHbIE B OpuUragy HYTPUTUBHOW TMOJJIEPIKKH,
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IPOILIEANINE CIIEIHATBHYIO TIOATOTOBKY 10 SHTepasibHoMy nuTanuio (IIpunoxenune
Ne5 k Ilpukasy).

2.4 HopMaTBHO-NIPaBOBOE peryJiMpoBaHue odecneyeHus aerei,
NOJIYYAKIIHMX NAUVIHATUBHYI0 MeIMIMHCKYI0 IOMOIb, HyTPUTHBHOM
MOJ//IEPKKOi HA YpoBHe cy0beKTOB Poccuiickoii @enepanuun

Psan cyowekToB Poccuiickoit ®denepanuu 3¢h(PEeKTUBHO pemiaeT MpooOJieMbl
OpraHM3allid HYTPUTUBHOW MOJJEPKKH JI€TE€H, HYKIAIOMMNXCS B MaJIMaTUBHOM
MEJIMIIMHCKOW TOMOIIM, Ha PETHOHAIBHOM ypoBHE. [lociie BCTyIUIEHHS B CHITY
[Tpukaza MunuctepcTBa 3apaBooxpanenusi Poccuiickoit ®eaepaunu ot 3.10.2019
Ne 831 «OO0 yTBepxkaeHHH BEIOMCTBEHHOH I1eJeBOil mporpammel «Pa3zButue
CUCTEMbl OKa3aHWsS MAJUIMATUBHOM MEIUUMHCKOM TOMOIIW», Pa3BUTHUIO
HYTPUTUBHOM TIONJIEPKKH JETEed B paMKax OKa3aHUs WM [AJUIMATHBHOU
MEJIUIIMHCKON IMOMOIIM BO MHOTOM CIIOCOOCTBOBAJIO YTBEPKICHUE PETMOHAIBHBIX
nporpamMm «Pa3BuTre CHUCTEMBI OKa3aHHS NAUIMATUBHOW MEIUIIMHCKOW TTOMOIIM)
B coorBercTBuM ¢ Ilucemom MuHucTepcTBa 31paBooXpaHeHus Poccuiickon
Oeneparuun Ne 17-0/u/2—6511 ot 22.07.2019 ¢ npuioKeHHEM METOJIUYECKUX
peKoMeHAaIuii 1o pa3paboTKe peruoHaldbHBIX Mporpamm «Pa3BuTue cucTeMbl
OKa3aHUs MAJJTMAaTUBHON MEIUIIMHCKOMN omMoIun». B 6onbinHCcTBE CyObeKTOB PO
JAHHbIE TMPOTPpaMMbl COAEpKAT IUIaH PETHUOHAJIBHBIX MEPONPUATUNA IO
HYTPUTUBHOU MOJAEP/KKE MAJUTMATUBHBIX MAIUEHTOB, B TOM YHCIIE JIETEH.

VYpaBneHUeCKHE PENIEHUs [0 OpraHu3alMd HYTPUTUBHOW MOAJEPKKHU JIETEH,
MOJIyYarOIINX MAJTHATUBHYIO MEIUIIMHCKYIO MIOMOIIIb, BKJIFOUAIOT pa3HOOOpa3HbIe
MEXaHU3Mbl ~ HOPMATUBHO-TIPABOBOTO  pETyJHpoBaHus  oOecrieueHus  Ha
pPETHOHAIBHOM YpPOBHE: 4YE€pe3 TOCYJapCTBEHHbIE MPOrpaMMbl IO Pa3BUTHUIO
3nIpaBooxpaHeHuss B cyObekte Poccuiickoit ®Depepaiiuu, peruoHaIbHbIC
nporpaMMmbl O  Pa3BUTUIO  MNAJUIMATUBHOM  MEAMIIMHCKOM  MOMOIIH,
TEPPUTOPUAIBHBIE TPOTpaMMbl  TOCYAApPCTBEHHBIX TapaHTUW  OecriaTHOTO
OKa3aHUs TpakIaHaM MEIUIMHCKON MOMOIIM, BBEJACHUE IOMOJHUTEIbHBIX MEp
COIMATTLHOM TOIJIEPKKU UHBIMU PETHOHAIbHBIMU HOPMATUBHBIMU aKTaAMHU .

B Camapckoii oGaactu obOecnieyeHre JeTeil HYTPUTUBHOW MOAJEPIKKOM
peanuzyetcst Ha ocHoBaHuM [loctanoBnenus [IpaButenscTBa Camapckoit o0macTu
or 27 Hosiops 2013 1. Noe674 «I'ocymapcrBennasi mporpamma Camapckoi
obsactu «Pa3Burue 3apaBooxpanenus B Camapckoii od6aactuw» na 2014-2023
roab». [loanporpamMmma «Oka3anre NaJTMATUBHON MOMOIIH, B TOM YHUCJIE JACTSIMY
COJICPKUT TEpeUeHb MEPONPUSTHH, BKIIOYAIONINNA TPEAOCTaBIeHUE CyOCHINU
rOCyJapCTBEHHBIM OIO/DKETHBIM YUPEXKACHHUSIM 37paBooxpaneHus Camapckoi
o0JlacT Ha 00eCTICUeHHUE MPOIYKTAMHU JIYEOHOTO MUTaHUs ACTEH C NaIMaTUBHBIM
CTaTyCOM. HcnomauTenem MEPOTIPUSITHS SIBIISICTCSI MuHHCTEPCTBO
3npaBooxpaHeHus: Camapckoii 00J1acTu.

B r. Cankrt-lIlerepOypre mnpoOsiembl oOecrieueHus JeTeld HYTPUTUBHOMN
MOJCP)KKOM peIIaloTCs dYepe3 BBEJACHUE JOMOJHUTEIBHBIX MEp COIMabHON
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MOJJICPKKA WHBIMH PETHOHAIBHBIMH HOPMAaTUBHBIMH aKTaMu. B kadecTBe
JOTIOTHUTEIPHOW MEpPhl COIMATBHOM TOJEPKKN TpaxkaaH 3akoHOM CaHKT-
[TerepOypra ot 22 HOstOpst 2011 1. No 728-132 (pen. ot 16.09.2021 1.) « ConnanbHBbIi
konekc Cankrt-IlerepOypra» (wacts 11 cr. 77.1 m m. 8 cT. 79) mpemycMoTpeHO
dbuHaHCcHpoBaHUE 3a cYeT cpeAacTB Oromkera Cankrt-IlerepOypra pacxomos,
CBSI3aHHBIX C TIPEIOCTABICHUEM MUTATEIBHBIX CMECEH I SHTEPATHHOTO MU TAHMS,
MpernapaToB JJis MPOBEACHUS MAPEHTEPATBHOTO TUTAHUS, PACXOJHBIX MATEPHAIIOB
u oOopymoBaHus s JomamiHero kiauHudeckoro mmrtanus (JKII) mereit c
CHHJIPOMOM KOPOTKOW KHIIIKA X MyKOBHCIIHIO30M, HE MMEIOIINUX HHBAIUIHOCTH H
(wm) nyxnatormuxcs B JIKII B Busie 6€3/1aKTO3HBIX CMECEH.

B CaxanuHckoii oOgactH 1poOiieMbl  oOecrieyeHHUs  JIeTeH-MHBAJINU]IOB
HYTPUTUBHOU TOJICP)KKOM peIIaloTCs 4epe3 BBEACHHUE JOMOJHUTEIBHOW MEpBI
coraibHON noajepxkku 3akoHoMm CaxanumHckoi oomactu ot 06 nexadbps 2010 Ne
112-30 (pexn. 01.10.2021 1.) «O comuanpbHON MOIEPIKKE CEMEH, MMEIONTUX JTCTCH,
B Caxamunckoit obnactu» (m. 6 yactu 1 cT. 6), COTJIaCHO KOTOPOWM CEMBSIM,
UMECIOIIUM  JIETCU-UHBAIMOB, MPEIOCTABIACTCS €XKEeMeCsSyHas KOMIICHCAIUs
pPacxoJ/ioB 3a CaMOCTOSTENIbHO MPUOOPETEHHbIC IHTEPAJIbHBIE CMECH U CUCTEMBbI
SHTEPAJIBHOTO MHUTAaHMsI, HO He Oonee yem 53 000 pyOseil B Mecsi] HA OAHOTO
pebeHKa-uHBaIM/1a, HOCUTENSI TaCTPOCTOMBI.

JanpHeiilliee COBEPIICHCTBOBAHUE OpPraHU3allMd W MOBBIIIEHUE JOCTYIHOCTH
HYTPUTUBHOW TMOAJCPKKU AETEH, HYKIAIOIIMXCS B OKa3aHUU MNAJJIMATUBHOM
MEJIUIIMHCKOW TOMOIIY, BO3MOKHO IO HECKOJIBKUM HAIIPABICHUSIM.

Heobxonumo 00si3aTenbHOE BKIIOYEHHE TE3MCOB-PEKOMEHJIAIUNA MO BOIPOCAM
HYTPUTUBHOW TIOAJIEPKKU JETe mpu pa3paboTke/mepecMoTpe KIMHUYECKUX
peKOMeHAaIui 1Mo 3a00JICBAaHUSAM U COCTOSIHUSIM, TIPU KOTOPBIX Y peOCHKa 4acTo
CO3AIOTCA IIOKAa3aHUS K OKa3aHUI0 NAJUIMATUBHOM MENUIIMHCKOW mnomolnu. B
HACTOSAIEE BpeMs KIMHUYECKUE PEKOMEHIAINK 110 HEKOTOPHIM HO30JIOTUSIM JIHOO
OTCYTCTBYIOT, JINOO TE3UCOB-PEKOMEHIAIMA MO0 HYTPUTUBHOU TMOAJCPKKE HE
COJIepKaT, YTO HEM30EKHO OTPAXKAETCS Ha COJCP)KaHUM CTaHAapTa MEAUIIUHCKOM
MTOMOIIIH.

[IpencrapmsieTcst 11e1€cO000pa3HbIM U B JajbHEUIIEM MPOJOJIKATH €KETOTHOE
pacIIMpeHrue TMepeyHsl CHEeIHATIM3UPOBAHHBIX MPOIYKTOB JIEYEOHOTO MHUTAHUS,
MPENOCTABIIIEMbIX B pamMKax Habopa COIMaIbHBIX YCIYyT AETsM-WHBamuiam. He
MEHEE TIEPCTIICKTUBHBIM SIBIISIETCS TIOWCK PETUOHAIBHBIX (PUHAHCOBBIX U
OpPraHU3alMOHHBIX PECYpPCOB MO OOCCIECYCHHIO JIETEH HYTPUTUBHOU TOJIEPKKON
U3 CpeCTB Or0HKeTOB cyObheKkTOB Poccuiickoit denepanuu.

CornachHo «ITopsiaKy B3auMoIeCTBUS MEAUIIMHCKUX OpTraHU3alliil, OpraHru3aun
COIIMAJILHOTO  OOCIIyKMBaHUsS, OOIIECTBEHHBIX  OpraHM3alMii ¥  HUHBIX
HEKOMMEPYECKUX OpraHU3alliid, OCYIIECTBIISIIONIUX CBOIO JIEATEILHOCTh B cdepe
OXpaHbI 37I0POBbs TPaXKJaH, MPHU OKa3aHUH NMAJTTUATUBHON MEIUIIMHCKOU TTOMOIIIH
(ITpunoxxenne Ne38 k Ilpukazy MwunzapaBa Poccunm m Muntpyna Poccun ot
31.05.2019 Ne 345n/372H), HEOOXOIWMO pPa3HOCTOPOHHEE UCIIOJIH30BaAHUE
pecypcoB JaHHBIX OpPTaHM3alMil JUIsl TIOBBIIIEHUS JOCTYIMHOCTHU M KadecTBa
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HYTPUTUBHON MOJJEPKKH JCTEH, HYKJAIOIMUXCS B MAUIMATUBHONW MEIUITUHCKOM
TIOMOIIIH.

2.5 Cniucok HOPMATHUBHBIX MMIPABOBLIX AKTOB U METOAUYECCKUX TOKYMECHTOB,
HCOﬁXOI{I/IMLIX AJId Opranu3anum HyTpI/ITI/IBHOﬁ MOAAECPRKKH z[eTeﬁ,
HYKIAIIUXCS B NaJJIMATUBHOM MeI[I/IHI/IHCKOﬁ nmomMomu

®enepanbHbiii 3akoH OT 17 mronsg 1999 roma Ne 178-®3 «O rocymgapcTBeHHOM
COLIMAJILHON ITOMOIIINY.

®enepanbubiii 3akoH 0T 21 HOs0pst 2011 r. Ne 323-d3 «O6 ocHOBax OXpaHBbI
310pOBbs Tpaxad B Poccurickon deneparumn».

[locranoBnenne IlpaButensctBa P® or 30 wmrona 1994 r. N 890 "O
rOCyJapCTBEHHOM MOJAEPKKE pPa3BUTUA MEIULMHCKON MPOMBIILIEHHOCTH |
VIy4YIIeHUH OOECleYeHUsT HACEJIEHUd M YUYPEeXKJACHHM 31paBOOXpaHEHUS
JIEKapCTBEHHBIMU CPEICTBAMH U U3ACIUSIMU MEAUIIMHCKOTO Ha3HAUYECHHS "

[ToctanoBnenue IlpaBurensctBa P® ot 09.04.2015 Ne 333 «O6 yTBEpkKACHUU
[IpaBun ¢GopmupoBaHUs MEPEUHs CIEUUATU3UPOBAHHBIX MPOAYKTOB JIEUEOHOTO
NUTAHUS JUIsl I€TeH-UHBAIIUIOBY.

[ToctanoBnenue IlpaBurensctBa P® ot 26 nexabps 2017 r. N 1640 «O6
YTBEPKACHUU TOCYIapCTBEHHOW nporpammbl Poccuiickonn @enepanuu «Pa3zButune
31PABOOXPAHEHUS.

[Toctanosnenue [IpaButensctBa Poccuiickoit @enepaunu ot 28 nexadpst 2020 r. Ne
2299 «O [IlporpamMmme TrOCyIapCTBEHHBIX TapaHTU OECIJIATHOIO OKa3aHMs
rpaxkiaaHaMm MeauiuHcKkor nomomu Ha 2021 rox m Ha ma”HoBeld niepuon 2022 u
2023 ronoB».

Pacnopsokenune IlpaButensctBa PO ot 12 oktabps 2019 r. N 2406-p «O6
YTBEP)KICHUH TIEPEUHSI KU3HECHHO HEOOXOJMMBIX M BAKHEHIINX JICKAPCTBCHHBIX
npenapaToB Uil MeAUMUMHCKOro npumeHenus Ha 2020 rox, mnepedHs
JIEKapCTBEHHBIX MpEnapaToB Il MEAMIIMHCKOTO NPUMEHEHHS, B TOM YHCIIE
JICKapCTBEHHBIX TMPENapaToB I MEIUIIMHCKOTO MPUMEHEHHs, Ha3HAYaEMBIX IO
pEIICHUIO  BpadyeOHBIX KOMHUCCHUW  MEAWIIMHCKAX  OpTaHM3alui, MepedHs
JICKapCTBEHHBIX TMpENapaToB, MPEJHA3HAYCHHBIX ISl 00ECIeUeHUs U], OOJTHHBIX
reMop e, MyKOBHCITI030M, TUNO(PU3apHEIM HaHU3MOM, OoJie3Hbto ['omie, a
TaK)K€ MHHUMAaJILHOTO aCCOPTHUMEHTA JICKAPCTBEHHBIX MPENapaToB, HEOOXOUMBIX
JUTSL OKa3aHUSI METUITMTHCKOM MTOMOIITH (C M3MEHEHUSMHU U TOTIOTHEHUSIMHU )».

Pacnopsokenune IlpaButensctBa PO ot 10 gexabps 2021 r. N 3525-p «O6
YTBEPKACHUH TIEPEUHS CIEIUATU3UPOBAHHBIX MPOIYKTOB JICYCOHOTO TUTAHUS JIJIsI
nerer-uHBaaIuaoB Ha 2022 romy.
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IIpuka3 MunucrepctBa 3npaBooxpanenus Poccuiickon ®denepannn oT S5 aBrycra
2003 1. Ne 330 «O Mepax 1o COBEPIICHCTBOBAHUIO JICYEOHOTO MTUTAHUS B JI€UEOHO-
npoduIaKkTHIECKuX yupexaeHusx Poccuiickoii @eneparumy.

[Ipuka3 MuHHCTEPCTBA 31pPAaBOOXPAHEHUS M coLUanbHOrO paszputus PD ot 12
depansg 2007 r. N 110 "O nmopsigke Ha3HAYCHUS U BBIMMCHIBAHUS JICKAPCTBEHHBIX
penaparoB, U3JETUNH MEAUIIMHCKOTO HA3HAYEeHUS M CIECIHATIM3UPOBAHHBIX
MPOJTYKTOB JIeUeOHOr0 MUTaHus".

[Ipuka3z MunuctepctBa 3apaBooxpanenus PD ot 6 urons 2012 r. N 4u «O06
YTBEPKI€HUH HOMEHKJIATYPHOU KJIaCCU(PUKAIIMN METUITUHCKUX U3ICTUINY.

[Ipukaz MunznpaBa Poccuu ot 25 centsiops 2014 roga Ne 5570 «O BHeceHUH
u3MeHeHn B npwiokeHue Nel k mpukazy MuHHMCTEpPCTBAa 34paBOOXPAHEHUS
Poccuiickoii ®@enepauun or 6 uroHs 2012 roma Ne 4 «OO0 yTBepkKACHHUH
HOMEHKJIATypHOH KjacCU(UKAIMU MEAULIMHCKUAX U3IETHID.

[Ipuka3 MuHucrepctBa  3apaBooxpaHeHuss  Poccuiickon  @enepaunn U
MunuctepcTBa Tpyna W conManbHOM 3amutbl Poccuiickon ®Penepauuu  OT
31.05.2019 Ne 345u/372n «O0 ytBepxknenuu IlonoxkeHus o0 opraHuzanuu
OKa3aHMWs  NAJJIMaTUBHOM  MEIUUMHCKOW  IOMOIUM, BKJIKOYass  IOPSIOK
B3aUMOJICUCTBUS ~ MEAMIMHCKAX OpraHu3aluid, OpraHu3aldi  COLMAIBHOIO
OOCIIyKMBaHUSI U OOILIECTBEHHBIX OOBEIUHEHUH, HWHBIX HEKOMMEPYECKUX
OpraHu3alMii, OCYIIECTBISAIONINX CBOIO JIESTENIBHOCTD B C(pepe OXpaHbI 370POBbSI.

[Ipuka3 MununcrepcerBa 3apaBooxpanenus Poccniickon ®enepanun ot 31.05.2019
No 348 «OO0 yTBepxkACHUU IEPEUHS MEAUITMHCKUX U3EIUN, MPeIHa3HAYEHHBIX JIJIs
noanepXaHuss  (PyHKIMII  OpraHoB U CHCTEM  OpraHu3Ma  4YeJIOBeKa,
MPEIOCTABIISAEMBIX JIJIs1 UCIIOJIb30BAHUS Ha IOMY».

[Ipuka3 MununcrepcrBa 3apaBooxpanenust Poccuiickonn ®@enepanuun Ne 505H ot
10.07.2019 «O6 ytBepxkaenuu [lopsnka nepenadyn OT MEAUIIMHCKON OpraHU3aliu
NalMeHTy  (ero  3aKkOHHOMY  IPEACTaBUTEN0)  MEAULMHCKUX  W3JEIHi,
OpeIHa3HAaYCHHBIX IS MOJAEpXKaHUs (YHKIHMH OpPraHoB M CHCTEM OpraHu3ma
YEeJIOBEKa, JUIsl HWCIIOJNb30BaHMS Ha JOMY [P OKa3aHWW NaJJIMATUBHON
MEIUIITHCKOMN ITOMOILIH.

[Ipuka3 MunucrtepctBa 3apaBooxpanHenus Poccuiickoit @enepaunu ot 3.10.2019
No 831 «OO0 yTBepKIEHHM BEIOMCTBEHHOW IIeieBOM mporpammbl «Pa3Butue
CHUCTEMBI OKa3aHUs MaJUIMATUBHOW METUITMHCKOW ITOMOTIIH.

[Tpuka3z MunucrepcTBa 3apaBooxpanenus Poccuiickoit denepanuu ot 23 ceHTAOps
2020 r. Ne 10081 «O06 yTBepkKACHUHU MOPsiIKa 00eCIeUeHUSs MAIIUEHTOB JIeYEOHBIM
MIATAHUEM.
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[Ipuka3 Muntpyaa Poccun, MunsnpaBa Poccum ot 21 nmekadps 2020 r. Ne
9291/13451 «O06 ytBepxkacHun [lopsnka mpemocTaBieHuss HaOOpa COIMAIBHBIX
YCIIYT OTAENbHBIM KaTErOPHSIM TPAXKIAH.

[Inan Meponpusituii («aopoxkHasi kapta») «IloBbllllIeHHE KaYyecTBAa U JOCTYTHOCTH
NaJUIMATUBHOW MEIMUMHCKOW moMomm» 10 2024 roja, YTBEP>KIECHHBIN
3amectuteneM npexacenarens IIpaButenscrBa Poccuiickoit @enepanuu T. A.
IN'omukoBoit 28.07.2020 3a Ne 6551m-1112.

[Tucekmo MunuctepctBa 3apaBooxpanenus Poccuiickoit @eneparn Ne 17-0/u/2—
6511 ot 22.07.2019 ¢ npunoxxeHrueM METOANIECKUX PEKOMEHIAINH 0 pa3paboTKe
peruoHanbpHbIX mporpamMm «Pa3BuTme cuCTEMBl OKa3aHUs NaUIMATUBHOU
MEIULIMHCKON ITOMOLINY.

[lucemo MunzapaBa Poccun ot 13 sguBaps 2021 1. Ne 15-1/M/1-143
«Meroguyeckue  peKOMEHJAIMM IO  BONpoOcaM  Mepefadyd  3aKOHHBIM
MPEACTABUTENSIM JIeTEH, MOMyYaroMX NAUTMATUBHYI0 MEIUIIMHCKYIO TTOMOIIb Ha
JIOMY, MEIUIIMHCKUX W3JENUN, MpeIHa3HAYCHHBIX I TMOJiepKaHus (DyHKIIHi
OpPTaHOB M CHCTEM OPTaHU3Ma YeIOBEKaY.

3. O0mue NpUHUMIIBI HYTPUTHBHOM MOANEPKKH JeTel, HYKAAIIIHUXCH B
NAJVIMATUBHOM MEeIMUIMHCKOM IMOMOIIM

XPpOHUYECKUE PACCTPOUCTBA MUTAHUS U MTUILIEBAPCHHUS SBJISFOTCS OJTHOM U3 CAMBIX
YacThIX MpoOJieM JeTel, MOJIy4aroluX MNa/UIMATUBHYIO MEIUIIMHCKYIO MOMOIIb.
Cornacuo manneiv J.Wolfe (2000), cpenu cHMIITOMOB M CHHIPOMOB IOCIICIHETO
Mecsiia  ku3HM y 103 manmauMaTtuBHBIX  JIETEM €O 3JI0KAaY€CTBEHHBIMU
HOBOOOPa30BaHUAMH, IUIOXOH anmeTuT otMedaiics y 80% aeteit, TourHoTa 1 pBoTa
—y 55%, 3anopel —y 50%, nuapes — y 40% GonapHbIX. HeoO0X0AMMO OTMETHTH, YTO
JJAHHbIE KJIMHUYECKHUE MPOSIBIICHHUS KpailHE TPYAHO MOJJIABAIKCH aJIEKBATHOMY
JICYEHUIO: YIYUIINTh COCTOSIHUE allleTUTa yAanoch uilb y 4% nereil, KynupoBaTh
TOIIHOTY/PBOTY U YCTPaHUTh 3anopsl — y 10% manueHToB, KynupoBaTh IUAPEIO —
y 1% wHKypaOenbHbIX 00JIBHBIX [1].

HecmoTpst Ha TO, UTO MUTAaHUE UHKYPAOEIbHBIX JIETEH OpraHu3yeTcs Mo OOIIUM
IPHUHIIAIIAM KJIMHHYECKOTO MUTaHus [2-7], B JETCKOM BO3pacTe, BKIKOYAs IEPHO.T
HOBOPOXKJICHHOCTH U TIEPBBIA TOJI KU3HH, UMEETCS MHOMXECTBO CYIIECTBEHHBIX
OTJIMYWU OT HYTPUTUBHOM MOAACP>KKH HEU3JICUMMO OOJIbHBIX B3POCIIBIX MAIIMEHTOB.
K BO3pacTHBIM 0COOEHHOCTAM NMHUTAHMS JAeTel, MOJyYalIuX NAJJIUATHBHYIO
MEJIUIUHCKYI0 NOMOIIb, B OTJIWYHAE OT TAaKOBBIX Yy B3pOCHbBIX, OTHOCATCS
CJIE Ty OLIHE:!

1). IlocTossHHO WM3MeHsIIOIMeECS MOTPEeOHOCTH peOeHKa B OCHOBHBIX MHINEBBIX
uHTpenuenTax (Oenkax, >KuUpax, yrieBoAaxX, KaJlopusix, MHUKPOIIIEMEHTaX,
BuTamMuHax). OHU MEHSIOTCA HE TOJBKO B 3aBUCUMOCTH OT KJIMHHYECKOTO
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COCTOSIHMSI TalyeHTa (aHaJOTHYHO B3POCIBIM), HO M OYCHb TUHAMHUYHO — B
3aBUCUMOCTH OT €ro BO3pacTa, 4YTO JellaeT HEOOXOIUMBIM TEPUOIUICCKU
MIPOBOJIUTH TIEpEepacUeT MUTAHUS B yCTAHOBIICHHBIE CPOKU M PUHUMATH PEIICHHUS O
BBCJICHNM HOBBIX OJIIOJ] W BHJOB THUTaHUSA, KOTOpPHIE paHee B TUTAHUU HE
UCTIONB30BAKNCH (B YaCTHOCTH, MPUKOPMOB). OCOOEHHO Ba)KHO 3TO JIA TSKEIO
OOJBHBIX JIETEH paHHET0 BO3PACTa, /ISl KOTOPHIX pacueT U HEOOX01uMast KOPPEKITHS
MUTaHUS TPETYCMOTPEHBI HE pexe 1 pa3a B HEIEIO MPU CTAOMIILHOM COCTOSIHUH, &
IIpU OKa3aHWW WHTCHCHUBHOM IMOMOIIM — M Yallle, B 3aBUCUMOCTH OT KIMHHYECKOM
IuHaMUKU. PocT W pasBuTHe peOCEHKAa MPONOJDKAIOTCSA, HECMOTpPsS Ha €ro
WHKYpaOeIbHOCTh, W TPeOYIOT Topa3fno Oojee TIIATeTbHOTO OTHOIICHHS K
MUIIEBBIM WHTPEAMCHTAM, YeM y HEU3JIEYMMO OOJBHBIX B3POCIBIX MAIIMEHTOB.
Pacder nmuTaHust OTHOCUTCS K MPOPECCHOHATBHON KOMIETCHIIMH Bpava, OJTHAKO HE
MEHEe BaKHas POJIb MEICECTPhl 3aKJII0YaeTCs B TOYHOM KOHTpOJEe o0bema |
XapakTtepa MoTpedssieMoro pe0EHKOM palloHa, a TJaBHOE — B 00eCHeYeHUU
KaueCTBEHHOTO yXOJa, IPH KOTOPOM TMHUTAaHUE W PA3TMYHBIC BHUIBI HYTPUTHBHOU
MOIJICP>KKH OOJIBHOTO JOBOJSATCS 10 MAaKCUMAJIBLHO TIOJIHOTO MCIIOTHEHUS. TOIBKO
MPOU3BOMASI  CHCTEMATHYECKHE  pPACUeThl, MOXHO aJIeKBaTHO  OOCCIEYHThH
WHKYpaOeIbHOTO peOcHKa HEOOXOAMMBIM KOJMYECTBOM W KadyeCTBOM ITHIITH.
Opnako mrOOBIE paIMOHAIBHBIE PACYEThl JODKHBI JIOMOJHATHCS aeKBATHBIM
KIIMHAYECKUM HYTPUTHUBHBIM MOHHUTOPHUHTOM, 4TO oOecrneunBacT 3P(HEKTUBHOCTD
KJIIMHAYECKOTO MMUTAHHUS B 1IEJIOM.

2). lns nmereid paHHEro BO3pacTa CyIIECTBYIOT OOIICHPHUHSATHIC HAIMOHAJIbHbIE
NporpaMMbl, CTaHIApPThl U aIropuTMbl BckapmiauBanus [8,9]. Jlias HexoTOpbIx
JIETEN paHHEr0 BO3pacTa, HYKJAAIOIIMUXCSA B OKA3aHUY NMAJJIMATUBHOW MEAULIIMHCKOU
MOMOIIY, 0a30BbI€ PEKOMEHIAINK U3 JaHHBIX HAYYHO-TIPAKTUYECKUX Pa3zpabOTOK
MPUMEHSIIOTCS] BpayaMu 0€3 CYIIECTBEHHBIX BUJIOM3MEHEHHM, C HA3HAYCHUEM TEX
MUATATEJIbHBIX CMECeH 1 OJII0]] MPUKOpMa, KOTOPhI€ B HUX yKa3aHbl. OJIHAKO, B CBSI3U
C BO3paCTAlOIMM 3HAYCHUEM KIWHUYECKUX PEKOMEHIAIMW ¢ CTaHAapTOB
MeIuIMHCKOW momomu ¢ 2022 roja, 3amada 00sS3aTEIbHOrO BKJIIOYCHHS B HHX
TEXHOJIOTUA HYTPUTUBHOW TNONJIEPKKH JETEH, MOJYyYAIOWNUX MaJJIMATUBHYIO
MEIUIMHCKYIO MOMOIIlb, CTAHOBUTCA aKTyaJIbHEUIIIEH MPaKTUYECKOMN 3amaueid. Y
neted crapue 3 JeT, HaOJIOJAIIIMXCs NaJUTMATUBHBIMU CIy>KOaMu, NEepedyeHb
pPEKOMEHIyeMbIX OJr0/], MX KyJIuHapHas oOpaboTka, 00beM U KpaTHOCTh IpHemMa
MULLH [TPOJOJIKAIOT CYIIECTBEHHO OTJIMYATHCS OT TaKOBBIX Y B3POCIHbIX. B 1iemom,
MUTaHUE JETEeH SBIACTCS ropas3no 0ojiee CTaHIAPTH30BAHHOW TEXHOJIOTHEH, YeM
MUTaHUE B3POCIBIX. ITO JENAeT IeIeCO00pa3HbIM U MPAKTUUECKH 000CHOBAHHBIM
JIOTIOJTHUTEIPHOE O0YyYEeHHE OCHOBAM HYTPUTHBHOW TOMJIEPKKHA MEAPAOOTHHUKOB,
OKAa3bIBAIOIINX MAJUIMATUBHYIO MEAUIUHCKYO TIOMOILb JIECTSM.

3). Cpenu nereil, HYXXIAOIMXCS B MNa/UIMATUBHOW MEIUIIMHCKON IOMOIIH,
3HAUYMTENIbHA JIOJST WHBAJIWJOB C TEHETHMYECKH OOYCIOBJICHHON MaTOJIOTHEH,
MOJTYYaIIIMX 0CO0YI0 MOKU3HEHHYI0 JUeTy (MyKOBHCIIUI03, HACJIEACTBEHHbIC
aMUHOALMJIONIATUM U JIpyrue 3a0oJjieBaHUs), a TakXKe JeTel-UHBAJIUIOB Ha
JUTUTETLHOM ~ 30HAOBOM W TacTPOCTOMUYECKOM  NHUTAHUM  (TsDKenas
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HEBpOJIOTMYECKasi NaToJIoTUs, WHKypaOenbHble mopoku paszButus JKKT mnocne
NaJIMaTUBHOTO XUPYPrUYECKOTO BMeEIIATeNbCcTBA). J[JIS MaHHOrO KOHTHMHIE€HTA
JeTeid  NpaBUJIBHO  OpPraHUW30BaHHAs  HYTPUTHBHAA  MOJJIEPKKA  MOXKET
PacCIieHUBATHCS KaK )KU3HEHHO HEOOXOAMMOE BMENIATEILCTRO.

4). HaBbIKH caMOCTOSITEJILHOCTH M MHUIIEBOE MOBeAeHHE Y JICTCH, B OTIIMYUE OT
B3pPOCJBIX, TOJBKO (opmupytorcs. Jletn ropa3mo Oojiee 3aBUCHMBI OT ITOMOIIH
nepcoHajga MpU KOPMJIEHWH, 4YE€M B3pOCHble, U MEHEE CHOCOOHBI OCO3HAHHO
NEPEHOCUTh TUIIEBbIE OTPAHUYCHUS M HEYNO0OCTBA, CBSA3aHHBIE C KOPMJICHUEM.
[ToaTOMy Hapsiy ¢ HEMOCPEJICTBEHHBIM 00€CIIE€UCHUEM MUILEBBIX MOTPEOHOCTEM,
HEO0OXOUMO yAENATh BHUMaHUE BhIPA0OTKE y peOeHKa-UHBAIN/IA, TTOJIYYAIOIIETO
NaUIMATUBHYIO MEIUIIMHCKYIO MTOMOIIb, HEOOXOAMMBIX MUIIEBHIX HABBIKOB, KAKIM
Obl Cepbe3HBIM HU OBLI MPOTHO3 €ro 3a00JIEBAHMS U >KM3HHU, a TakKe MOOUIPSThH
CaMOCTOSITETILHOCTD B €/1€. 3HAUUTEIbHYIO POJIb B PEIICHUH JAHHBIX 33/1a4 MOXET
WUrpaTh IUJIAHOMEPHOE TCHUXOJOTHYECKOE COMPOBOXKICHHUE CEMbU C HEU3JICUYUMO
OOJIbHBIM PEOCHKOM, OCYILECTBIISIEMOE MEIUIIMHCKUMH TICUXOJIOTAMU BBIE3THBIX
MaTPOHAXKHBIX OpUTraJl MaUIMATUBHOW MEIUIIMHCKON MOMOIIU ACTSAM, OTIEJICHUI
MaJUIMaTUBHON MEIMIIMHCKOM IIOMOILIM, XOCIHCOB I neTei. JlaHHas 3ajgada
peann3yeTcs Npu NOBCEAHEBHOM YYACTHUH POAUTENICH W WHBIX JIMI] MO YXOAYy 3a
peOEHKOM, OJIHAKO POJIb MEIUIMHCKOM cecTpbl (OTIENEHUsS NaUIMaTUBHOU
MEMIIMHCKOW ITOMOIIN, XOCIHCA JIJIS IETCH, APYyTruX MEAUIIMHCKUX OpPTraHu3aIni)
B €€ PEIICHUH MOXKET 0KA3aThCsl HE MEHEE CYIIECTBEHHOM.

HyTpuTuBHBII (MMIEBOIH) CTATYC — 3TO COCTOSIHUE MUTAHUS U 3I0POBbs PEOCHKA,
KOTOpOE€ OTpakaeT BIUSHUE TOTPEOJCHHUS W yTHJIM3AIMU THUIIEBBIX BEIIECTB,
MPOSIBIISIIONIEECS] OOBEKTUBHBIMU TTapaMeTpaMH Teja, ero OMOJOTUYECKUX Cpel U
KOMITOHEHTOB [8].

JInsi OLlEHKHM HYTPUTHUBHOTO cTaTyca y JeTed MCIHOJIb3YIOT JaHHBIE HCTOPUU
pa3BuTUsS peOeHka, (U3UKAIHLHOTO OOCIEIOBAaHUS W aAHTPONOMETPUYECKUX
W3MEPEHUN, JaHHble (DAKTUYECKOTO MUTaHMs, OMOXMMHYECKHUX TMapaMeTpoB, a
TAK)K€ aHAIU3 CcOocTaBa TKaHeW Tena. [loMMMO aHaMHECTMYECKMX [aHHBIX H
pe3ysbTaToB  (UBUKAIBHOTO OOCIIE€IOBaHMS, AHTPOTIOMETPUYECKUE METOJbI
COCTaBJISIFOT OCHOBY JIJIs1 OIIEHKH HYTPUTHBHOTO CTaTyca peOeHKa.

OlleHKa aHTPOMOMETPUYECKUX JaHHBIX B aMOYJIaTOPHBIX YCJIOBHUSIX 4Yallle BCETO
MIPOBOJIUTCS C TIOMOIIIBIO TIEPIICHTHIIBHBIX TaOJHUII, TO3BOJISIONIUX CPABHUTH MACCy
TeJa, POCT, OKPYKHOCTh T'OJIOBBI M TPYIHON KJIETKU B 3aBUCHUMOCTH OT BO3pacTa U
noyia peOeHKa, a TakKe MacCy Tella B 3aBUCUMOCTH OT POCTa C HOPMATHUBHBIMU
MOKa3aTeNIIMHU. ITOT METO]T TIO3BOJISIET OIICHUTH Pa3BUTHE peOeHKA (110 POCTY) U €T0
rapMOHUYHOCTh (110 OTHOIIEHUIO BECa K POCTY) U BBIIBUTH OTKJIOHEHHUS B
¢busndeckom passutun [9].

Jns Gosiee TOYHOM OIEHKH (DU3NYECKOTO DPa3BUTHUS JIETeH, a TaKKe OLICHKHU
W3MEHEHUs ToKazaTenell (U3MYECKOro pa3BUTHS B JUHAMHKE PEKOMEHIYETCS
HCIIOJIB30BaTh CTAHAAPTHI pocTa BcemupHOl opraHuzanuu 3ApaBOOXpPaHECHUS
(BO3), npencraBiaennsie B 2006 1. (WHO Child Growth Standards), u
komnbtoTepubie nporpaMmbl  WHO ANTHRO gns gereir ot 0 nmo S5 mer
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(http://www.who.int/childgrowth/software/en) 1 WHO ANTHROPIus o151 nereit ot
0 mo 19 nert (http://www.who.int/growthref/tools/en), B K0TOpOil AOMIOTHUTEIBHO K
AaHTPOIIOMETPUUYECKUM TOKA3aTEesIM Macca K BO3pacTy, poCcT K BO3pacTy M macca
TeNa K pocTy ObUT pa3paboTaH HOBBINM CTaHAAPT — MHJIEKC MACCHI TeJIa K BO3PACTYy.
[Tporpamma WHO ANTHROPIlus mo3BoisieT OLEHUTh aHTPOIIOMETPUYECKHUE
MoKa3aTenu JeTel M TUAarHOCTHUPOBAaTh HHU3KOPOCIOCTh, HU3KYIO Maccy Tena,
M30BITOYHYIO Maccy Teja u oxxupenue [9].

Hopmbl pocta gaereii, paspaborannsie BO3 (2006), BK/IHOYAIOT CIIEAYIOLIHE
MHJIEKCHI: Macca JJIs Bo3pacTa, pocT (IJIMHA Teja) JJIs BO3pacTa, Macca Tela JUis
pocTta (MJIMHBI Tena), MHACKC Macchl Teja JJii BO3pacTa, a TaKkKe OKPYKHOCTh
rOJIOBBI, TIJI€Ya, TOJIIMHA KOKHBIX CKJIaJIOK B 00JIACTH TPHUIIETICA U TTOIJIONATOYHOM
00JacTH AJis Bo3pacTta v noJia. JlaHHbIe MOKa3aTeNH MPEACTaBICHbI B MEPIEHTUIISNX
U Z-CKop, JUIsl pacdyeTa KOTOPBIX IEIECO00pa3HO HCIMOIb30BaTh KOMITbIOTEPHYIO
nporpammy WHO Anthro, noctymHyto mis ckaunBanus Ha caiite BO3.

AHTpPOIIOMETPUYECKUE TIOKA3aTENN JETEM C CHHAPOMAIBHBIMH COCTOSHUSIMU
HE00XO0IMMO OLIEHHBATh 110 TAOJIULIAM POCTA, XapaAKTEPUIYIOLIUM Pa3BUTHUE JIETEN C
yKa3aHHOW mnatojoruerd (axoHjporuiazus; cuHapomsl Jlayna, [lpanepa-Busm,
CunbBepa-Paccena, Hynan).

OI.[GHKEI (I)aKTI/I‘IeCKOI“O ITUTaHUA IIPOBOAUTCA MCTOJOM 24-9acoBOro
BOCIIPOHU3BCACHUA ITUTAHUA. POI[I/ITGJ'II/I BCAYT JHCBHUK q)aKTI/ILICCKOI‘O IIUTaHHUA, B
KOTOPOM OTPAXKalOT KPAaTHOCTD KOpMJICHI/II;’I, 00BeM I'PYAHOI'O MOJIOKA HJINU I[GTCKOﬁ
MOJIOYHOM CMCCH, COCTaB 6JIIOI[ IIPUKOpMaA N UX 00BEMBI.

KonnuecTBeHHas oneHKa MOTPeOICHUs MUIIEBBIX BEIIECTB MPOBOJUTCS BpauOM-
JMETOJIOTOM C MCHOJIb30BaHUEM ‘“Tabiauil XMMHUYECKOTO COCTaBa U KaJOPUUHOCTH
POCCHIMCKMX MPOJYKTOB TNUTaHUA , Karaiora “IIpoaykTel muTanus s AeTed
paHHEro BO3pacTa” WM CHEUUAIU3UPOBAHHBIX KOMIbIOTEPHBIX mporpamm (1C
Menuuuna. Jluetndeckoe nutanue; OO0 “ArentctBo Kamutan™). IlonydeHnHbie
JaHHbIe cpaBHUBAIOT ¢ HopMaMu (pu3HoI0rnyeckux MmoTpeOHOCTEH B SHEPIUU U
MUILIEBBIX BEIIECTBAX JJISI PA3IMYHBIX rpynn HaceneHus Poccuiickoit denepannn
(MP 2.3.1.2432-08) nnst COOTBETCTBYIOILIETO BO3pacTa. Takoil aHamu3 OOBIYHO
IIPOBOJUTCS B YCIIOBUSX CTallMOHapa MPHU COCTABJICHWH IUIAHA HYTPUTHUBHOM
MOJIJICPYKKHU U OIICHKU €€ d(P(HEeKTUBHOCTH.

JlaGopaTopHble METOABI OLIEHKH COCTOSIHHUSA MUTaHUS TO3BOJSIOT MPOBECTH
MEeTabOIMYECKyI0 OLEHKY COCTOSHMS  IUTaHWsl, MOJITBEPAUTH  JUTaHO3
HEJOCTAaTOYHOCTU MUTAHMs, a TaKXKe OLEHUTh BHCLEpaJIbHbIE 3amachl Oelka,
00ECIEYeHHOCTh OpraHM3Ma BUTAMHUHAMHM M MHHEpAJIbHBIMU  BELIECTBAMHU
(KIMHUYECKUH aHalIu3 KPOBU, OETTKU CBIBOPOTKU KPOBH — alIbOYMUH, TpeaibOyMUH,
TpaHcheppHH, MOKa3aTeNId SIKCKPEIIMM MOYeBUHbI). [Ipn oka3zaHuu najsimaTuBHON
MEIUIMHCKON TOMOILH JAETAM J1a00paTOpHbIE METOAbI OLICHKU COCTOSIHUS TUTaHUS
UCIIOJIB3YIOTCS B OrPAHMYEHHOM OObeMe, IMOCie MNPeIBAPUTEIHHOM OLEHKH
COOTHOIIIEHHS] TPAaBMATHUYHOCTH/MH(OPMATUBHOCTH TaKUX METOJOB, a TaKxKe
PHUCKOB, CBSI3aHHBIX C TPAHCIOPTUPOBKON MaTOMOOMIIBHBIX I€TEU JUIsl POBEACHUS
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71a00paTOPHBIX UCCIIEAOBAHUM.

Henocratounocts mnuranusa (MKbB-10: E40-E46) — nucOamanc Mexay
NOTPEOHOCTHIO B TIMINEBBIX BEMIECTBAX W HMX HOTPEOJICHHEM, NPHBOIIIMA K
COBOKYITHOMY JAC(UITUTY SHEPTUH, OCIKa NI MHKPOHYTPHUEHTOB, KOTOPBIA MOXKET
HETaTUBHO IMOBJIHMATH HA POCT, pa3BUTHE peOCHKA U UMETh JPYTUe CYIICCTBESHHBIC
nocineacTrus [8].

JInsl yCTaHOBIIGHUS CTEIICHM HEJIOCTATOYHOCTH IMHUTAaHUSA Yy JIeTeld HEOOXOIUMO
paccuMThIBaTh CHIMajibHble OTKIOHeHHMs — Z-scores (WHO Child Growth
Standards, nporpamma WHO Anthro, 2006). B cootBercTBrn ¢ MKbB-10 BoaeastioT
TPU CTEIICHH OCTPOHM OCIIKOBO-dHEPIeTHYECKOW HEJIOCTaTOYHOCTH — JICTKYIO
(E44.1), ymepennyro (E44.0), tsoxenyro (E43). XpoHuueckass HEIOCTATOYHOCTh
nUTaHus Kogupyerces mudpom E45 (3aaepxka pU3NUecKOro pa3BUTHS BCIICICTBHEC
HEJIOCTATOYHOCTH MUTAHUSA).

B KJIMHWYECKOW MpakTUKE CJACAYyeT HCIOJIb30BaTh KPHUTEPHUH HEIOCTATOYHOCTH
MUTaHKS Y JIeTeH TIEPBOTO Tojla )KU3HU, OCHOBaHHBIC Ha Z-Scores (Tab:wma 1).

Taoauna 1. Kpurepun HeI0CTATOYHOCTH NMTAHUSA Y JAeTel MepBOro rojaa
JKM3HH, COTJIACHO MoKa3arejsim Z-scores [8].

Crenenb [TokazaTenu Z-scores
HEJIOCTATOYHOCTH Macca/Poct Poct/Bo3spact Macca/Bo3spact
MUTaHUs

Jlerkas Or-10m0-19 |  -—-— | = -
YMmepennas Or-2,0 no -2,9 Ot -2,0 1o -2,9 Or-2,0 no -2,9
Tsoxenas <-3,0* <-3,0 <-3,0*

[Tpumevanue. * - UM OTEKU, HE3aBUCUMO OT MAcCChI TeJa
Cnucok Jqureparypsbi:

1) J. Wolfe, H.E. Grier, N. Klar et al. Symptoms and suffering at the end of life
in children with cancer. N Engl J Med 2000; 342: p 326-333).

2) Kinunundeckast TUETOIOTHS JETCKOTo Bo3pacTa. PyKoBOACTBO /1Jist Bpayeit 1o
pen. boposuk T.9., Jlanogo K.C. — M.: MUA, 2015. — 720 c.

3) Jerckoe nuranue. PykoBoactso mis Bpaueid. [Tox pen. Tyrenbsna B.A, Konst
N.A. —M.: MUA, 2013. - 744 c.

4) IMTutanue 310poBOro u O0osbHOrO pedenka. [locodue as Bpaueii / [Tox pen.
Tyrenssna B.A., Kons U.4, Karanosa b.C. —M.: «Jlunactusy», 2007. — 324
C.

5) PykoBoxcTBo mo aerckomy nurtanuto. I[Tox pen. B.A. Tyrenbsua, 1.5, Kownst.
— M., MHUA, 2008.— 664 c.
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6) MeToauueckoe pyKOBOJCTBO IO IMPHMEHEHHIO aMHUHOKHMCIOTHBIX CMECEH.
ITon pen. JI.C.HamazoBoii-bapanoBoii, 2-¢ uznanue. — M.: I[lequatp’b, 2021.
— 104 c.

7) EpnyneBa 10.B., Kopcynckuit A.A. OneHka craTyca NMUTaHUS peOCHKA B
npakTuke Bpava-neguarpa. — M.: [DOTAP-Menua, 2016. — 80 c.

8) IlporpamMMa ONTHMH3AIMK BCKAPMIIMBAHHS JIETEH TEPBOTO Toja >KH3HU B
Poccuiickoii @eneparun: metoaudeckue pexomenaauuu / ®I'AY HMUIL]
3710pOBbs aeTeil. MunznpaBa Poccun. —M.: 6. u., 2019. — 112 c.

9) HarmonanpHasi mporpaMMa ONTHMH3ALMU MUTAHUS JETe B Bo3pacTe oT 1
rona 110 3 et B Poccuiickoit denepanun / Coro3 nenuatpoB Poccuu [u ap.].
2-¢ u3a., ucnp. u gon. — M.: [lequatpb, 2016. — 36 c.

4, JHTepaibHOE MUTAHUE AeTell B KOMILJIEKCE NAJJIMATUBHONH MeTUIIMHCKOM
MOMOIIH
B HEKOTOpBIX KIMHUYECKHX CHUTyallMsIX MpU OKA3aHUU NaNIMaTHUBHOU
MEIUIMHCKOW TMOMOIIM KOPMHUTh peOeHKa OOBIYHBIM IIyTEM OKa3bIBACTCS
HEBO3MOYKHBIM WJIH JIaYK€ CTPOro MPOTUBONOKA3aHHBIM. B TakuX cirydasix MpUHSATO
NEepPeXOAUTh Ha TaK HA3bIBAEMOE KJIMHUYECKOE IMTaHUE, SHTEPAIbHOE WIH
napeHTepanpHoe. [lokazaHus K MApEHTEpATIbBHOMY NHUTAaHUIO Y JIETE BechMa
OTpaHUYEHbl U OTHOCSTCS, KaK MPaBWJIO, K NMPAKTUKE OTAEICHUN peaHUMalu U
UHTEHCUBHOM Tepanuu. [opazgo wdame y jered ucnoisib3yercss Ooljee
¢uznonornyHoe, 6€30MaCHOE U MEHEE 3aTPATHOE SHTEPATILHOE TUTAHUE.
OHTEpalbHOEC NUTAaHUE — METOJ HYTPUTHUBHOM NONJEPXKKH, IPU KOTOPOM
IIMTATENbHBIE BEIECTBA, COAEP)KAIMECSs B COCTAaBEe CIENHAIN3UPOBAHHBIX
NIUTATENBHBIX CMECEN, BBOJSATCS MEPOPAIBHO, YEPE3 30H WU FaCTPOCTOMY. JTOT
METOJl TMPUMEHSETCs, KOIr/la HEBO3MOXHO aJIeKBaTHO OOECHEeUUTh HYTPUTHUBHBIC
NOTPEOHOCTH peOCHKA €CTECTBEHHBIM ITyTEM.
[1yTn BBEIEHUS SHTEPAIBHOTO MUTAHUS
- OpanbHO (MemoO cunumea, TO €CTb APOOHOTO THUThSI CMECH MaJIbIMU
HNOPLHUSIMH);
- BHyTprxkeny104HO — Ha30racTpaibHbIA 30H[, TACTPOCTOMA;
- BHyTpukumedHo (B TOIIYO KHUIIKY, J&JUNUM) — HA30CHOHAIBHBIA 30HI,
racTpOCIOHAIBHBIA 30H/, CIOHAJIbHBIN 30H/. /J[aHHBIA METOJ MPUMEHSETCA y
JIETEN PEIKO U B OCHOBHOM B XUPYPIrUYECKON U PEAHUMALIMOHHON IIPAKTHKE.
[IpuHATO cuuTaTh, YTO HACAIbHBIM KAHAMAATOM I SHTEPAIBHOTO MUTAHHS
sBisgeTcst pedeHok ¢ pyuaknuonupyroum XKKT, koTopslii Jinbo He xouem, a0 He
Modicem, JIA00 He 0oJdceH 00BLIYHO MUTATHCS, WM UCTOLIEH, WM UMeEEeT PUCK
HCTOLICHMS.
[Tpumepom cutTyanuu, Korja peOeHOK MOMPOCTY HE XOUET €CTh OOBIYHBIM ITyTEM,
ABISETCS aHopekcusi (TOJHOE OTCyTCTBHE ammnetuTa). OHa 4acTo OTMEYaercs y
OOJIbHBIX B TEPMUHAJILHON CTAJIMU XPOHUYECKUX 3a00JI€BaHUI 1 OCOOEHHO YacTo B
KOMILIEKCE C Kaxekcuel (KpalHUM HCTOILIEHUWEM) — y JIETe C OHKOJIOTMYECKUMU
3200JIeBaHUSIMU.
K curyauusam, korga peOEHOK He Mooicem TIHMTAThCSl OOBIYHBIM TyTeM 0e3
HHTEPAJILHOTIO MUTAHUs, OTHOCATCA: HeKoTopble opoku pazsutus XKKT, nucharus
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(mapymenne rinotanus) npu narosnoruun [{THC. He odoaowcen monydath oOBIYHOE
nuTaHue peOCHOK, CTpajalonMii TaKUMHU  HEU3JICYMMBIMH  T€HETHYECKH
OOyCIIOBJICHHBIMH ~ 3a00JIeBaHUSIMU, KaK (DEHUJIKETOHYpHs, TajJaKTO3eMus,
MYKOBHUCIHI03, Lieiauakusi. PeOeHOK OKas3bIBaeTcsi ucmoweH TpPHU JecATKax
HEU3JIEYUMBIX XPOHUYECKUX 3a00JE€BaHU U HMEET BBICOKHU PUCK UCMOWjeHUs
nepea  Oonepauus MM, KypcamMH XHMHOTEpAanuu, IOClI€ OOLIMPHBIX TPAaBM.
[TpuBeneHHBIN NIepeueHb KIMHUYECKUX CUTYaIi 0OBACHSAET, HACKOJIBKO IIUPOKO
MOXET M JOJDKHO TPUMEHSTHCS DJHTEpaJbHOE TUTAaHWE TMpPU OKa3aHUU
MAJUIMaTUBHON MEIUIIMHCKOM oMoty [1].

lpeumywecmesa smmepanvrHo2co numanus Iepea 0OBIYHON TUETON 3aKITH0YAIOTCS
B TOM, YTO Bpady TOYHO H3BECTEH COCTAaB U MHTATElIbHAsl 1IEHHOCTb pPAIMOHA,
KOTOPBIN obOnagaer TaKUMHU BaXHBIMU XapaKTEepUCTUKAMU, KaK
cOAJIaHCUPOBAHHOCTh, CTPOrO€ COOTBETCTBHE BO3PACTHBIM IMOTPEOHOCTSIM H
3aJIaHHOCTh CBOMCTB (HampuMep, OTCYTCTBHE JIAKTO3bI, CaXapo3bl, IIIOTEHA, KOTAa
3TO HYXHO OoJibHOMY). HEBO3MOXXHO KOPpPEKTHO O0O0ECHe4YuTh BCE JIaHHBIE
pacyeTHbIE XapaKTEePUCTUKH MPU Ha3HAYEHUU MMUTAHUA 110 CTAaHAAPTHOMN HETE.
OCHOBHBIE NPUHYUNDBL HAZHAYEHUS] IHMEPATbHBIX cMecel 3aKITI0YAITCA B TOM, UTO
JETAM C COXpaHHOM (YHKIMEH NUIIeBapeHHs] HAa3HA4YalTCs CMECH Ha OCHOBE
HeJIpHOro Oenka — “CcTaHapTHhIE CMECH’, a JETSAM C HapylIeHHEeM Ipoliecca
NUIIEBAPEHUS] — TaK Ha3bIBAEMbIE “TIONY3JIEMEHTHBIE JIUEThI’, COAEpIKaILIUe
NUTATEJIbHbIE  BEHIECTBA B  BUAE  IMOJYYEHHBIX IOCIE  CIEIHUAIbHOMI
TEXHOJIOTUYECKOH  00paboTku  (PEepMEHTATUBHOTO  THUAPOJU3a  OEJIKOB)
TMIPOJIN3aTOB U MOHOMEpOB. [lOJy3JIEMEHTHBIE CMECH JIETYe BCACBIBAIOTCA M
ObICTpEeE YCBaWMBAIOTCS, YTO IMO3BOJIIET YCHEIIHO JOOMBAThCS KOPPEKIHUH
HYTPUTHUBHON HEJOCTATOYHOCTH.

Kaaccudukanus cmeceil AJ1s1 JHTEPaJIbHOT0 MUTAHUSA

I[lo XxuMHYeCKOMY COCTABY pa3IMYalOT MOJUMEpPHBIC (COAEpIKaIINe IEIbHBIHI
0€JIOK) 1 OJTUroMepHbIe (MOTydJIEMEHTHBIE, HA OCHOBE THIPOJIM3aTa Oeka);

ITo kajopuiiHOCTH: U30KaJOpUIECKHe — | KKaJ/MJl, TUITOKAJIOPHIECKUE — MEHEe

1 xkay/mi, runepkanopuyeckue — 0osee 1 kkan/m,

IIo  comepxanuio  0ejKa:  M30HUTPOTECHHBIE,  TUIIOHUTPOIEHHBIE U
TUIIEPHUTPOTCHHBIE;

ITo pu3nyecKuM CBOMCTBAM: CyXUE U KHUJIKHE.

Ilo ocMoasipuocTu — wu3zoocmotisipHbie (280-310 Mocm/iT), THIOOCMOJISIPHBIE

(menee 280 mocMm/1) u rutiepocmodsipabie (6omee 310 mocm/i).

IMosmmepHbIe cMecH /IS IHTEPATbHOI0 MUTAHUSL — OCHOBHAs, HauboJee 4acTo
npuMeHsieMas rpymnmna cmecedd. [lonmnMepHbie cMmecu cojepkaT IEeabHBIA Oenok
(HanpuMep, Ka3euH WM CIBOPOTOUYHBIN O€JI0K) U MOTYT NPUMEHSTHCS JJIUTEIBHO,
B TOM YHCJI€ IJIs1 IET€H C racCTPOCTOMOM M Ha3oracTpaibHbIM 30HAOM. [lonnMepHbie
CMECH IO KaJOPUWHOCTH MOTYT OBITh KaK M30KAJIOPUYECKUMHU, TaK H
rUnepKajopuyeckuMu. Brtopbie ya00HBI TeMm, UYTO HEOOXOIUMbIE PEOCHKY
NUTATEIbHbIE BEIIECTBA OH MOXKET MOJIYYUTh B MAJIOM 00bEME CMECH, KOTJIa 3TOTO
TpeOyeT ero KIMHUYECKOe COCTOSIHUE (HapuMep, TOITHOTAa/pBOTA WU HApYLIECHUS
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MOTOPHKH XKeJIyT0YHO-KUIIEYHOT0 TpakTa). B cocTaB moianmepHbIX cMecell MOTyT
ObITh BKJIIOYEHBl IMIIEBbIE BOJIOKHA, pAacCTBOPHUMBIE M HEPACTBOPUMBIE.
PacTBOopuMBbIE NUIIEBBIE BOJOKHA O00JIaal0T NPEOHOTUYECKUM JICHCTBHUEM,
CHOCOOCTBYSl pPOCTy  HOPMaibHOW  MHKPOQIOPH  TOJCTOTO  KHILIEYHHKA.
HepacTBoprMblE€ MNHILIEBBIE BOJOKHA YIY4YLIAIOT IEPUCTAIBTUKY KEITYJOYHO-
KHILIEYHOT'O TPAKTA, YTO BAXKHO JUIsl IPO(DUIAKTUKY U KOPPEKLUHU 3aII0OPOB Y JAETEM
B CUTYyallUH AJIUTEIbHOW TMIOIUHAMHUH.

OummromepHbie cMecH JUIS JHTEPATbHOr0 NHMTAHHA COJAEpPXKAT OEJIOK B
THJIPOJIM30BAaHHOM BHJIE, @ TaKXKe OJMIOMENTHU/bl C Pa3IMYHON IIMHOW Lenu H
HEOO0JIbIIOE KOJIMYECTBO aMUHOKUCIOT. OJIMTOMEpPHBIE CMECU UCIOJIB3YIOTCS MIPU
CUHJIPOMax MaibaOCOpOIMK pa3IMYHOIO IEeHe3a, IpU SHTEpUTax, y JETeH ¢
CUH/IPOMOM KOPOTKON KHIIKH, @ TaKXe MpU HSK30KPUHHOW HEIOCTaTOUYHOCTH
HOJKEITYT0YHOM XkKene3bl. HexxenaTenbHO ATMTENbHOE NPUMEHEHNE OJIMTOMEPHBIX
cMecel, TaK KaK OHM MOTYT CIOCOOCTBOBaTh M30BITOYHOMY POCTY MHATOTE€HHOM
MUKPO(DIOPHI B KUIIEYHUKE.

IIporepras nMma  JOMalIHero MPUIOTOBJEHHMA  (TaKk  Ha3bIBaeMoe
OJIEHAEpPU30BAaHHOE IMUTAHUE, U3MEIbYEHHOE/TOMOT€HU3UPOBAHHOE B JIOMAIIHUX
YCJIOBHSIX MPHU MOMOIIM OJIEHAEpa) HEPEAKO HCIOJIb3YETCS POAUTENSIMU AETEH C
30HOM WM racTpocToMoi. OJIHaKo, TaKO€ MHUTAHUE COAECPKUT PsAJl PUCKOB H
HEJIOCTaTKOB, O KOTOPBIX MEIUIIMHCKHE PAOOTHHUKU JOJKHBI HWH(DOPMUPOBATH
poauTened M MHBIX JUI, OOECHEYMBAIONIMX MUTaHUE peOeHKa Ha JoMYy.
Bo3MokHbIE pPHUCKM TpHU MCIHOJB30BaHUM MpoTepTOor  (OJIeHIEpPU30BAHHOM,
TOMOT€HU3UPOBAHHOM ) 1005000051 JIOMAITHETO MIPUTOTOBJICHUS JUIS
racTPOCTOMHYECKOTO MJIA 30HJI0OBOTO MUTAHUS peOeHKa BKIIOYAIOT:

- HapylIeHWE TMPOXOJUMOCTH TaCTPOCTOMUYECKONW TpPYOKH/30HAA WU UX
MOBPEXJICHUE;

- 3a0osieBaHus, NepeAatouIrecs ¢ NUIlel (MUILEBbIE OTPABICHUS, HTHPEKINH) pU
HapylIIEHUW  TUTUEHUYECKUX  TMpaBWI  NOPUTOTOBJICHUS] W XPaHEHHS
TOMOT€HU3UPOBAHHOMN B JIOMAIIIHUX YCIOBUSX TMHUIIH;

- HETOYHOE M HETIOJTHOE 3HAHHWE COCTAaBa MUTATENbHBIX BEIIECTB B pallMOHE peOEeHKa
C MOCIEAYIOIINM Pa3BUTUEM Y HETO HyTPUTUBHOM HemocTaTouHOCTH. CoziepkaHue
MUTATENbHBIX BEIIECTB B MHUIIEBBIX MPOAYKTaX BapualOEIbHO W OINpEAeIIsieTCs
BpayoM B Mpejenax HETOYHOCTeW TabIMyHOro Meroda. B psane KIMHUYECKUX
CUTyallMid TaKUX pPACUYETOB HEAOCTATOYHO JUIsi MPOBEACHUS TILATEIBHOU H
JOJITOCPOYHOW HYTPUTHBHOU TMOIIEPKKU JETEH C TSKEIBIMU TPOSBICHUSIMU
HYTPUTUBHON HEJIOCTATOYHOCTH;

- 3HAYMUTENBbHBIH OOBEM BPEMEHU POIUTENCH, 3aTPadyeHHOTO Ha MOKYIIKY
MPOIYKTOB, TJIAHUPOBAHKME pAIlMOHA PEOCHKA, MPUTOTOBJICHUE MUIIMA B TOJHOM
COOTBETCTBUM C TUTHEHUYECKUMHU TpPEOOBAHUSIMHU, a TaKXKE Ha OPraHU3alUIo
0e30MacHOro XpaHeHus OJICHIepU30BaHHOM THUIIIH.

B Hactosiiiee Bpemsi B KIMHMYECKOW MEIUIIMHE MPAKTUYECKU OTCYTCTBYET
J0Ka3zaresibHas 0a3a HayYHBIX JaHHBIX, CBUIETEIBCTBYIOUIUX O MPEUMYIIECTBAX
UCIIOJIb30BaHUsl OJICHIEPU30BaHHON MHINM JOMAIIIHETO TPUTOTOBIEHUS Yepes
racTpOCTOMY Mepe]l CMECSIMU ISl SHTEPATIbHOTO NMUTAaHUS. J{J11 KOpPPEKTHON OLIEHKH

25



MOJIE3Bl ¥ PUCKOB HEOOXOJAMMBI TOCIEAYIONINE HAyYHbIE UCCIICIOBAHUS, KOTOPHIC
MOTJIM OBl YCTAHOBUTH BIHUSHHUE OJCHACPU30BAHHOTO TUTAHUS JETEH C
racTPOCTOMOM Ha KaueCTBO JKM3HU KaK CaMHUX TAI[UEHTOB, TaK U UX POIUTEIICH/TTUIY
nmo yxomy. HeoOXommMo BCECTOpOHHE U3YYUTh XapaKTep JOJTOCPOYHBIX
MOCJIC/ICTBUA TIPUMEHEHUST OJCHACPU30BAaHHOTO TIMHUTAHUS JUISI HYTPUTHBHOTO
cTaTyca JIeTed 1 JUIsl COCTOSIHUS MX 3I0POBbBS B IIEJIOM, JIJIsI KQ4eCTBA JKU3HU JCTECH
U WX poauTeNneu, s oObema (UHAHCOBBIX 3aTpAaT CEMbH U CHUCTEMBI
3IPaBOOXpPAHEHMS, a TaKKe [ KIIOYEBBIX I[ICHXOCOIMAIBHBIX aCIEKTOB,
CBSI3aHHBIX C TUTaHWeM. Mcxonms W3 yKa3aHHBIX OOCTOATEIBCTB, bpuTaHCKas
accormanus auetosioroB (The Association of UK Dietitians, BDA) B 2013 roay He
pEKOMEHI0OBaja BBEACHHUE IETSIM MPOTEPTOM TOMOTCHH3MPOBAHHOW IMHUIIM Yepe3
ractpocromuueckyto Tpyoky (Practice toolkit “Liquidised food via gastrostomy
tube”;

http://www.healthynation.org.uk/toolkit/liquidised_food_for_tube feeding_toolkit.

pdf).

OnHolt U3 0COOGHHOCTEW OpPraHU3alMi HYTPUTHUBHOM MOIACPKKH MPHU OKa3aHUU
NaJUIMaTUBHOM MEIUIIMHCKOM MOMOIIU SIBIISETCS 3HAYEHUE, KOTOPOE MPUIAETCS
TIIATEILHOMY CcOOpYy aHaMHe3a IMepe]l Ha3HAYECHUEM SHTEPATbHOIO IHUTaHUS.
OcCHOBHBIC CBEICHUSI O MUTAaHUU PEOCHKA, KOTOpble HEOOXOIWMO YTOUYHHUT,
BKJTIOYAIOT [2]:

- OnpoCcHUK O XapaKTepe M YacTOTe MUTAHMS, BKIIOYAs IMMHIIEBBIC MPUCTPACTHS.
KoHcucTeHIIHs MUY, YUCI0 OCHOBHBIX MPUEMOB IHIIH, IIEPEKYCOB MEXITY HUMH,
pa3Mephl U COCTaB MOPIINA;

- Ucnonp3yeMblie Tpuciioco0ieHus (CTYJI WK KOJIsICKa, TIoCy1a, TPUOOopHI);

- HaBbIkM B OTHOIICHHUH €/1bI (€CT JIU caM, JUTUTEIBHOCTh KOPMJICHHUS );

- IlumeBoe moBeneHue (HampUMeEp, MPOJAOJDKUTEIBHOCTh MpHeMa IHUIIH, OTKa3
€CTh);

- VI3MeHeHus B MUIIEBHIX MPUBBIYKAX 32 MTOCIICIHEE BpEMS,

- OrpanuyeHus B palioHe WK HaJu4Yue MUIIEBON aJljiepruu y peOeHKa WIId YICHOB
ero CEMbH;

- I3meHeHus Beca B MOCeHES BpEeMs;

- HaGmronenust poaureneid WM JIMI IO YXOAY MO MOBOAY MUTAHUS, B TOM YHCIIE
HaJMYue YTOMJICHHUSI, OJBIIIKH MPH KOPMJICHUU WIIM 3HAYMTEIHHOTO YBEIHMUYCHUS
BPEMEHH Ha KOPMJICHUE;

- CnocoOHOCTh CaMOCTOSITENILHO cocaTh, JKEBaTh, IJIOTAaTh, HAJWYHE JIIOOBIX
JIBUTATEIHHBIX HAPYIICHUH, B TOM YUCJIE HAPYIICHUH (PYHKITUU MBIIII PTa;

- Hanuawme 30H70BOTO WK TaCTPOCTOMHYECKOTO IMTUTAHUS;

- [InieBplie mpearnoyTeHus, CBSI3aHHbIE C KYJIbTYPOU WM PEITUTHEN;

- [IpyauMaeMblie peOCHKOM JIEKAPCTBEHHBIE CPEJICTBA, KOTOPHIE MOTYT MOBJIHUSThH HA
anmneTuT (HanmpuMmep, rIIOKOKOPTUKOU/IBI);

- Jlrobumas u Henmooumas efa, nuiieBbie pooduu;

- PexxuM nipuema JiekapCTBEHHBIX CPEACTB OTHOCUTEIHHO MPUEMOB THUIIIH.
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Cnucok jurepaTypsbi:

1) Opranm3anuss HYTPUTHBHOW TOJJICP)KKH B KOMIUICKCE ITaJUTHATHBHOMN
MEIUIIMHCKOW momomu  aetsMm: [locobme st Bpadeil-meauaTpos/
E.B.ITonesuuenko, H.H. CaBBa u 1p.— 5-¢ u3a., nmepepad. u qomoaH. — M.
N3narensctBO «IIpocmekty, 2020. — 158 c.

2) TammmatuBHas momomps AeTsaM. [lox pemakmuert D.I'omaman, P.XeitHa n
C.JIuGena. Ilep c anrn. — M.: [Ipaktuka, 2017. — 672 c. 'naa 25. A. Tommcos,
A. Maknonanea, K. Xonnen. [lutanue npu nayumatuBHoi nomotiu. C. 364-
379.

5. JHTepabHOE MUTAHUE Yepe3 HA30TACTPAJIbHBIH 30H]]

30HI0BOC MHTAHHWE IMOKA3aHO, €CIU JPYTHEe METOJbl HYTPUTHBHOMW TMOIICPIKKH
ycrexa He MPUHECIIA U UMEIOTCS OJMH WK OoJiee U3 cieayronumx ¢pakropos [1]:

1) 3arpyaHeHHs P IIIOTAHUU M ONTACHOCTD aCTIMPAIUH TTHIIIH;

2) HecnocoOHOCTB 00ecieunTh 10 KpaiHeit mepe 60% KaJopuiHOCTH pallioHa
MOCPEJICTBOM OOBIYHOTO MUTAHUS B TCUCHHE TEpHoa, peBbimatomero 10
CYTOK;

3) OO61mmas mpoaOIKHTEILHOCTh KOPMIICHUS O0Jiee 4 4acoB B CYTKH;

4) HenmocrtarouHas mpuOaBKa B pOCTE WJIM B BECe Ha NPOTSHKCHHM IEPHOJA,
npeBbImaero 1 mecs (11 qeTed B Bo3pacte 10 2 JieT);

5) CHmwkeHHe Beca WM OTCYTCTBHE €ro MPUOABKM Ha MPOTSDKCHUM TEpHOIA:
MPEBBINIAIONIETO 3 Mecsa (11 1eTel B Bo3pacTe 10 2 JIeT);

6) OTKJIOHEHHE Beca OT BO3PACTHON HOPMBI MO MPOICHTUIBHBIM JAHarpaMMam
Ha JIBa MPOIESHTUIIA 1 OoJIee;

7) TonmmHa KOXXKHOM CKJIAJKH HAJ TPHIICTICOM Ha MPOTSHKECHUH JIUTEIBHOTO
BPEMEHU HUXKE TATOTO BO3PACTHOTO MPOIICHTHIIS,;

8) 3amemieHue ckopocTu pocTa Oosiee yem Ha 0,3 CTaHIaPTHOTO OTKIOHEHUS B
rO/I.

Bce penieHust 0 Hauajae 30HI0BOTO MUTAHUS JOJKHBI TPUHUMATHCS COBMECTHO C
ceMbeil pedeHKa Mocje OTKPHITOTO, MOHATHOTO BceM 00Cy K aeHus. B o0s3aTenbHOM
MOPSIAKE CIEAYyET HE TOJIBKO OIMKCaTh MOJIOKUTEIbHBIE CTOPOHBI 30HIIOBOTO
MUTaHUs, HO U paccKa3aTh 000 BCEX BO3ZMOKHBIX OCTI0KHEHUSX. [IepBbie pa3roBopsl
O HEOOXOIMMOCTH Tepexo/ia K 30HJOBOMY MHTAaHUIO OOBIYHO BBI3BIBAIOT Y
poAMTEsICH OTPHUIIATEIbHBIC SMOIUH, YTO HEYAUBHUTEIbHO [2]. Poaurenn H0KHBI
MMETh BO3MOKHOCTh IIOTOBOPUTH O 30HJAOBOM MUTAHUU C APYTUMU CEMBSIMU — U C
TEMHU, y KOTO UMEETCS MOJOKUTEIHHBIA OMBIT B 3TON 00JIaCTH, ¥ C TEMH, Y KOTO OH
OTPULIATENIHHBIN, YTOOBI OHU MOTJIM TOJYYUTh Pa3HOCTOPOHHEE MPECTABICHUE O
npeamere. Poauteneil MoxkeT OECOKOWTh, YTO PEOCHOK Tak M HE MPUOOPETET
MUILIEBbIC HABBIKU WJIM YTPATUT yKe NMPUOOpETeHHBIE. /{151 HEKOTOPBIX poauTesen
COBET HE KOPMUTh peOeHKa OOBIYHBIM O00pa3oM O3HAYaAET MEpPEecTaTh CJIEN0BAThH
OJIHOMY MX OCHOBHBIX YEJIOBEUECKUX MHCTUHKTOB. KopmiieHue pebeHka — O4YeHb
3HAQYMMBIN IS POAMTENIEN TMpollecc, W HEKOTOpble M3 HUX, HECMOTps Ha
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OpeIynpexIeHus Bpadel, MNO-NPeKHEMY OyAyT AaBaTb €My OOBIUHYHIO €y.
M3BecTHO, UTO MpH TaKkuxX 3a00JIEBaHUAX, KaK JETCKUI LepeOpalbHbIi mapaand, B
CllydasXx KOTJa Bpayd PEKOMEHAYIOT HUYEro He JaBaThb peOEHKYy uepe3 poT,
npuMepHo 50% PpOIHBIX, YXaXKUBAIOIIUX 33 HUM, MPOJOJDKAIOT J1aBaTh €My
TBepayro mumry [3].

5.1. Texuuka U NMpoueaypa BBeJAeHUsI HA30TracTpaJbHOro 30H1a [4].

OcHalenne /151 BBeIeHHSI HA30racTPaJIbHOI0 30HAA:

- Ha30racTpaJibHBIN 30H]

- mpobka

- 3aKHUMBI

- SI3BIYHBIE IINATENH

- mmnpul JKane

- (oHEHOCKOII

- JICUKOIUIACTBIPh

- TepyYaTKu

- Ba3eJIMHOBOE MACJIO

- (apTyK BIaroHEMPOHUIIAEMbIH

- BOJOCTOMKHI Mapkep (IIapuKoBasi pyyka)

- KOHTEWHep JIsl Ae3UH(PEKIUn
IHoaroroBka k mpoueaype BBeleHHS] HA30TaCTPAJbLHOI0 30HAA: NIPU HAIWYUU
MaTepH, OCYHIECTBIISIONIEH yX0J, HEOOX0IUMO OOBSICHUTH €l (a eciau peOeHOK B
CO3HAHUU U cTapiie 3-4 JIeT, TO TaKKe U eMY) LIeJb U XOJ1 IPEJICTOSIICH POIeypHI,
OCOOEHHOCTH TOBEJICHUS peOCHKa BO BpeMs MOCTAHOBKM 30HJIA. 3aTEM CJEIyeT
BBIMBITb PYKH C MBUIOM WM AHTUCENTUKOM W OCYIIHTh HMX, HAJETh IMOBEPX
MEUITMHCKOTO XajlaTa HempoMoKaemblid (apTyk (y O0JBHOTO BO3MOXKHA PBOTA) U
MEJIMIIMHCKUE TTePUYATKH.
BoinosiHeHue nmpoueayphbi:
1). Omnpegenuth rayOMHY BBeAeHUS 30HAA. J[JI1 ATOr0 HAKOHEYHUK 30HAA
COBMECTHUTh C MOUYKOH yxa peOeHKa, 3aTeM IMPOTIHYTh €ro /10 KOHYMKA HOca U Jajiee
K MEUYEBHUJIHOMY OTPOCTKY TpyauHbl. HaHecTw Ha 30H] METKYy, JO KOTOPOW €ro
CJIeyeT BBOJUTD.
2). BBectu 30HJ B HOC M30THYTHIM KOHIIOM BHM3, NMPEIBAPUTEIIBHO CMa3aB 30H]T
Ba3€JIMHOBBIM MAacJIOM Ha JuinHYy 12-15 cM. HampaBiieHre BBeIeHHs 30H1a — BHU3 U
Ha3aj (1Mociie Hoca — B HOCOTJIOTKY, TJIOTKY, MUILIEBO/I, XKETYI0K). Eciiu nosBuinch
MPU3HAKA HAPYUICHUS JbIXaHUS, [IMAHO3 WJIU Kalllellb, HEMEIJIEHHO U3BJI€Yb 30H/
oOpaTHO (BO3MOKHO, OH KOCHYJICS BXOJ/Ia B TPAxero).
3). IIpoaBurate 30HA B KEIYJOK MEIJEHHO, MOCTENEHHO 0 COOTBETCTBYIOIIEH
MeTku. [Ipu 3TOM MOMpPOCUTH OOJBLHOTO HEMHOTO HAKJIOHHUTH TOJOBY BIIEpEd H
JieJaTh TJIOTaTeNIbHbIC ABUKECHUS TI0 MEepe MPOBMKECHUS 30H/a (€CIU MalMeHT B
CO3HaHUM). Y JeTell paHHEero BO3pacTa TPYAHO JTOOUTHCS COTJACOBAaHHBIX C
MEAIEPCOHAIOM JCUCTBUUA. B 3TUX cCllydasx MEIUIMHCKOM CECTpE CIIEAYET
NpOJBUTATh 30HJ TJIy0K€ MMEHHO TOrjJa, KOorjga MaJIeHbKUM pPeOeHOK
CaMOCTOSITEJILHO JIeJlaeT TJIOTaTeNbHbIC JBUXKEHUS, JO TOr0O MOMEHTa, KOrja
OTMETKA Ha 30HIe JOCTUTHET Kpasi HO3JIpH, Yepe3 KOTOPYIO OH BBEJICH.
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4). IlpoBepuTh NPAaBUIBHOE IMOJOXKEHUE 30HOA 6 POMOGOU NOJAOCHMU, ILIATEIEM
OTKpBIB O0JIBHOMY POT.

5). IIpOKOHTpOJIMpPOBaTH MECTO HAXOXKIEHUS 30HOa 6 oicenyoke. Jlisg 3TOro
nofcoequHuTh mmpuir XKane ¢ 20 cM® Bo3yXa K Ha30racTpaabHOMY 30H.LY M BBECTH
BO3JyX, OJHOBPEMEHHO ayCKyJIbTUPYd 3BYKH B JKEIyJKe TMpPU MOMOIIH
doHeH0CcKONa (OKHBI OBITH CIBIIITHBI OYIBKAIOLINE 3BYKH).

6). 3akpenuTh 30HA. JJisi 3TOr0 mepexaTh 3aKMMOM JUCTAIbHBIA KOHEIl 30Ha,
3aKpEeNuB €ro JICHKOIUIACTBIPEM 3a YIIHOM pPaKOBHUHOM, 3aTeM 3aKpbiTh 30HA
IPOOKOM, CHATB 3aXKHM.

3aBepuieHue npouexypbl:

HeoOxoaumo cOpocUTh HCHOJIB30BAaHHBIM MaTepual M CHAThIE NEpYaTKU B
KOHTEHHep A Ae3uH(pEeKUUU. 3aTeM CIEIyeT BBIMBITH PYKH C MBLIOM WM
AHTHCENITUKOM U CJIeJaTh COOTBETCTBYIOILYIO 3alIUCh O BBHIIIOJHEHUH MPOLIETYPHI B
MEAUIIMHCKON JOKYMEHTAITHH.

5.2. ¥YX0/1 32 HA30racTPAJIbHBLIM 30HI0OM.

MencecTpa A0KHA PETYISIPHO OCYIIECTBIIATh YXO/1 32 HA30racTPalbHBIM 30HI0M
(mpoBepka MecTa pPACMOJIOKEHUS 30HAA B IMOJOCTU PTa, KOHTPOJb HAXOXKJICHUS
30HJa B KEIYJIKE, IPOMBIBAHUE 30H/A), & TAKKE OCYLIECTBIATh YXOJ 3a MOJIOCThIO
pTa ¥ HOCA y MAlMEHTA C YCTAHOBJIEHHBIM HA30TaCTPAIIbHBIM 30HOM.

OcHaienue npoueaypsl yxoaa 3a 30HAOM:
- mnpwui JKane

- (hOHEHJOCKOII

- Ba3€JINHOBOE MAacJo

- eMKOCTh C (PU3UOJIOTHYECKUM PACTBOPOM

- IepYaTKu

- IEPEBSA30YHBIA MATEPHUAIT

- AHTUCENTUYECKUI pacTBOP

- JIEUKOTUIACTBIPh

- KOHTEHHEep JUIs A1e3UH(EKIINU
IMoaroroBka K mpoueaype yxoaa 3a Ha30racTPajabHbIM 30HA0OM.

OO0BsicuuTe Matepu (U peOCHKY, €ClIi OH cTapiie 2-3 JIET U HAXOJAUTCS B CO3HAHUU)
1eJdb U XOJ TPEACTOSIIEH Mpoueaypbl, YTOUHUTE, HE UCIBITHIBACT JIU PEOCHOK
KaKoOH-11M00 TUCKOMGPOPT OT 30HAA M OMPENCIIUTE HEOOXOJAMMOCTh H3MEHEHHUS
MOJIOKEHUS 30H/1a. 3aTeM HE0OXOAMMO BBIMBITH PYKH C MBLJIOM U @HTUCETITUYECKUM
PacTBOPOM U OCYILIUTh UX, HAJAETh MEAUIIMHCKUE MepyaTKu. TIaTeIbHO OCMOTPUTE
MECTO BBEJEHHUS 30HAAa Ha MPEAMET MPU3HAKOB pa3ApaKCHUSI WU JABIICHHS Ha
CIIM3UCTYIO HOca. B cirydae BBISBICHHS OCTIOKHEHUM COOOIUTE 00 ATOM Bpauy.
BoinosiHeHue Mpoueaypshl YX0/1a 32 HA30racTPajabHbIM 30HI0M.

1). IlpoBepuTh MECTO pacHoOJIOKEHHsI 30HJa B POTOBOM mojocT. Jjis 3TOro
HEO0OXOIMMO MOMPOCUTh peOCHKA OTKPHITH POT, YTOOBI YBUACTh 30H . [IpoBepUTH,
HET JI1 neperudoB 30H1a. OOpaTuTh BHUMAHUE HA CIM3UCTYIO POTOBOM MOJIOCTH.
2). IlpokoHTponupoBaTh (POHEHAOCKOIIOM MECTO HAXOXKJICHUS 30HAA B KEITYJKe
(cM. MyHKT 5 mpolieAyphl BBEICHUS 30H/a).
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3). OuucTuTh HOCOBBIE XOJbl MAIMEHTa OT KOPOUYEK MU MKHUAKOTO OTAEISIEMOro
MapiieBoil candeTkol, yBIaXXHEHHON (U3MOIOTHYECKUM pacTBopoM. HawnecTu
Ba3eNIMH Ha 00JIaCTh BBEACHMS 30H/AA. YXOJ 3a 30HJOM BBIMOJHSIECTCA Kaxabie 4
yaca, C YBJIQXHEHHEM MOJOCTU pTa U ry0 Qu3mosornyeckum pactBopom. [lpum
NEpeEMEHE 30H/1a CIEAYET KaX bl CIEeIyIOIUI pa3 BBOJUTH €r0 B IPYTYIO HO3/PIO,
YTOOBI CHU3UTH MTPOSIBICHUS TPaBMaTU3alMU U Ja)Ke MPOJIEKHEN CIU3UCTOM HOCA.
4). TIpoMBITh 30HJ HECKOJBKO pa3 (usnonorndeckum pactsopoM (rmo 20-30 mu).
JJ1s 3TOrO K 30HIy NPUCOEANHUTSD 1IpHLl JKaHe, HanoJTHEHHBIN PU3NO0IOTUYECKUM
pacTBOPOM, MEJUICHHO M aKKypaTHO BECTH PACTBOP B 30H[, a 3aTEM aKKypaTHO
IPOBECTU aCHUPALMIO (OTCACBIBAHUE) KMJIKOCTH, OOpallasi BHUMAaHUE Ha €€ BH/I.
[IOBTOpHUTH NMPOMBIBAHME U ACHUPALUIO JKEIYIOYHOIO COACPKUMOIO JO YUCTBIX
IpOMBIBHBIX BOJ. IIpoMBIBKY 30HIa (PU3MOJIOTMYECKUM PACTBOPOM BBIIOIHATH
Kaxkable 3 yaca (110 Ha3HaYEHUIO Bpaya).

3aBepiieHue nNpoueaypsbl.

Ecnu nefikomnacTelpb OTKJIEWIJICS WM 3arpsi3HEH, CIENyeT CHATh €ro U HaKJIEUTh
HOBBIM. COpOCUTH HCIOJB30BAHHBIE MATEpHANIbl M MEPUYATKU B KOHTEHHEpP IS
Jne3uH(peKIud. BBIMBITE PYKHM C HUCHOJIb30BAHUEM MbUIA WM AHTUCENTUKA U
C/IeJIaTh COOTBETCTBYIOMIYIO 3aIIMCh B MEIMLIIMHCKON TOKyMEHTAIUH.

5.3. PesknMbI 30H10BOT0 MU TAHUS.

OTOT BUJ MUTAHMS Ha3HAYAETCs naiueHTam ¢ HopmanbHou pynkimeit XKKT npu
HEBO3MOXKHOCTH KOPMJIGHHSI 4e€pe3 pOT H3-3a OECCO3HATEIBHOIO COCTOSHUA,
napajiuya TJIOTaTE€IbHOM MYCKYJIATyphbl, OTBpAIECHHS K MHIIE, MCUXOT€HHBIX
MIPUYUH OTKa3a OT MUTAHUA.

JIns  mpoBeneHHWS  30HAOBOTO  MHUTAHUSL  KCHOJIB3YIOT  pa3HbIe  BUIbI
Ha30racTpajbHbIX U HAa30€HOHAIBHBIX 30HI0B. KpaTHOCTh MX 3aMEHBI 3aBUCUT OT
MaTepHaa, u3 KOTOpOro OHU CHEJIaHbI:

- KOpOTKOcTOsIIME (MaTepual — MOJUXJOPBUHWI, 3aMEHa 30HAAa JOJDKHA
MIPOU3BOAMUTHCS Kaxable 3—7 AHE);
- goarocrosiuye (MaTepual — CHJIMKOH WIHM NOJUYpPETaH, 3aMEHA 30HJa MOXKET
BBITIOHATHCS | pa3 B 4—6 Henenn).
3oun w3 nosumxiaopBuHuna (IIXB), B coctaB KOTOporo BXOIAT (Tayatsl,
PEKOMEHI0BaH HE JJIs1 KOPMJIEHUS, a TOJIBKO JJIs JEKOMITPECCUU JKeTyAKa. 30H] U3
IIXB, B cocraB KOTOPOTrO BXOIAT ITOJMAJUIATHI, MOXKET HMCIOJIb30BaTHCS IS
BBEJICHUSI MMUTATENbHBIX cMecel (PyKOBOACTBO MO KIMHUYECKOMY MUTAHUIO / MO
pen. Jlybra B.M., barnenko C.®., uznmanue 2-e¢ nomosnennoe. CII6, "Aprt
Okcnpecc", 2013. — 460 c.).
CormacHO MEXAYHapOJHBIM CTaHJapTaM, €cld pEOCHOK HYXXIAeTcs B
UCIIOJIb30BaHUHU HA30racTpajbHOIO 30H1a Oosee, yeM 4-6 Henelab - HEOOXOAUMO
CTaBUTb BOIIPOC O HAJIOKEHUU EMY FaCTPOCTOMBI.
CylecTBYIOT 2 peXuMa 30H0BOTO TUTAHUS

- NpepbIBUCTHIN ((HpaKIMOHHBIN)

- HeNpepbIBHBIN (KareabHBbIi)
HexoTophie aBTOPHI BBIICSAIOT 3 peKMMa BBEICHUS 30H0BOTO MUTAHUS:
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1) 6omroCcHBIN; 2) MpepbIBUCTHIN U 3) HEeNIpepbIBHBIN. [Ipu 3TOM nepBbIe 1Ba pekuma
OUYEHb CXOJIHBI MEXKTy COOOM, HO C TOM pa3HUIIEH, YTO OJHO OOJIFOCHOE KOPMJICHHE,
KaK MpaBujIo, KOpode, YeM OJHO MPEPHIBUCTOE, U HUKOT/IA HE TPOBOIAUTCS Yepes3
nomny (IIMPUIIEBON Hacoc). BomocHBIN pekuM mUTaHUsT TpeOyeT JUOO IIPHIIa,
1100 BOPOHKH.
5.3.1. BoJlocHoe BBejIeHnE

Omnpenenenue: npu OOJIOCHOM pexUME B3pocaomy nanueHty BBogsAT 200-400 mi
nuTaTenbHOM cMmecu B TeueHue 20-30 MUHYT HECKOJBKO pa3 B JieHb. BBenenue
OCYUIECTBJISICTCS IIMPULIEM HIIA CAaMOTEKOM 4Yepe3 BOPOHKY. Y neTeit o0beM cMecu
Ha OJIHO OOJIIOCHOE KOPMJICHHE 3aBHCUT OT BO3pacTa M MAaCChl Tejla U MOITOMY
3HAYUTEIHLHO BapbUPYET, HO MPUHIIUII OCTACTCS TEM K€: BBEIEHHE OTHOCUTEIHHO
00JBIINX 00BEMOB MUIIY B KOPOTKOE BPEMSI.
IIpeumymecrsa:
- MAIMEHT HE CTOJIb OTPAaHWYEH B CBOEH IBUTATCIIBHOW aKTUBHOCTH, KaK TIPH
JUTUTEIIbBHOM HENPEPHIBHOM KalleJIbHOM BBEJACHUM CMECH depe3 30HI. bomocHoe
BBEJICHHEC CMECH ITIO3BOJISIET OOJIBRHOMY CBOOOJHO JBHUTAaThCS B TIIOCTEIH B
MIPOMEKYTKAX MEXKITY KOPMIICHHUSIMU;
- CHIDKCHHE BPEMCHH BBEACHUS TUTATSIIBHOW CMECH;
- HET HEOOXOAMMOCTH B TIPUMCHCHHM IIIPHUIICBOTO HWH()Y3MOHHOTO Hacoca
(uH(py30MaTa, IOMIIBI).
HenocraTkmu:
- IOBBIIICHUE YACTOTHI IMAPEH, CIIA3MOB, TOLTHOTHI, METEOPU3MA U AUCKOM(pOpPTA B
OPIOIIHOM TMOJIOCTHU 10 CPABHEHUIO C IPYTUMU PEKUMAMU BBEJICHUS MMUTATEIbHBIX
CMECEH.

5.3.2. IIpepbiBuCTOE BBE/AEHHE
Onpenenenue: BBeacHUE B3pociaomy OoimbHOMY 500 Mi1 1 Gosiee MUTATEIBHOM
cmecu B teueHue 30-90 munyT 3-5 paz B AeHb J1U00 0OJblIeTO 0O0bEMa CMECHU B
HOYHOE BpeMs (HOYHOE KOPMJIEHHE) C IOMOUIBIO0 Hacoca (ITOMIIbI) JIMO0 CaMOTEKOM
U3 €MKOCTH Ha IITaTHBE.
Ipeumyiecrsa:

- MO03BOJIsIET OOJLHOMY JIBUTaThCA;

- MHOTOKPAaTHOE NMHUTAHWE UMUTHPYET OOBIYHBIC MPHEMBI MHUIMA W TTOATOMY
0oJiee pU3NOIOTUYHO.

Henocrarkmu:

- TpeOyeT MOJHOIEHHOTO TJIOTaTeIbHOTO pediekca;

- YBENWYMBAET PHUCK acCMUpaIldd, TOUTHOTHI W PBOTHI, JHUAPEH, CIIa3MOB,
MeTeopu3Ma U 3aJePKKU OTOPOKHEHMsI JKeTyJKa 0 CPaBHEHHIO C Ooree
MEJJICHHBIMU PEKMMaMU BBEICHUSI MUTATEIILHON CMECH.

5.3.3. HennpepbiBHOE BBe/IeHHUE
OnpenesieHue: pPeXuM, IPH KOTOPOM MUTATEIbHAS CMECh BBOJIUTCS HEMIPEPHIBHO B
teueHue 16-24 yacos.
IIpeumyuiecrsa:

- TIOBBIMIACT TIEPEHOCUMOCTH (TOJIEPAHTHOCTH) SHTEPATBHOTO TUTAHUSA Y
TSDKEJI0 OOJIBHBIX MAIIMEHTOB;
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- CHIDKaeT 3aJep>KKy MUTATEIbHOM CMeCH B XelyJake (OCTaToO4YHbId 00beM
CMECH);

- YMEHBLIAET PACTSKEHUE KETYKA,;

- CHIJKAeT PHUCK acCIUpAaLNH;

- CHMJKaeT PUCK JUAPEH.
Henocrarkn: He0OXOIUMOCTh €KE€IHEBHOIO MOJKIIOUEHUS OOJBHOTO K CHCTEME
M0/IaYM MTUTAaHUS HA TPOJOJDKUTEIBHOE BPEMS.

5.4. Ilpouenypa BBejgeHNs 30HI0BOT0 MUTAHUSA NANUEHTY
Kpumepuu rauecmeennoco evinonHenuss MPOUEAYPhl BBEACHHS IMUTATEIbHOM

CMECH Yepe3 30HJ: OTCYTCTBHE MPU3HAKOB Aaclupaluy MHUIIH, PeryispHas
nedexarms.
OcnooicHenus: pBOTa, METEOPU3M, TUAPES, ACTTUPALIUSL.
[Ipu nmuTaHWK MalKMeHTa yepe3 30H1 HeoOX0AUMO CIEAUTh 3a IBaKyalluel MUIIH U
Motopukoi XKKT. Kaxplii yac He00X0JUMO ayCKyJIbTUPOBATh EPUCTATBTUKY BO
BCEX OTHENAX JKUBOTA M Kadcovle 3 uYaca Nnposepsimb OCMAamoyHbvlli 00vem
JHCeNYO0UH020 CcoOoepicumo20. TpPaKTOBKA TOJYYEHHBIX [JAHHBIX W TPUHATHE
Bpa4yeOHbIX PEUIEHUI B 3aBUCUMOCTH OT OCTaTOYHOI'0 00bEMa MUY ONPEIEIISIETCS
BO3pAacTOM IMAalMEHTa M KIMHHUYECKUM KOHTEKCTOM cuTyanuu. Hampumep, ecimu
OCTATOYHBIA 00BEM MUILM B XKEIyAKE y peOeHKa CTapuIero Bo3pacTa MPEBBIIIAET
100 mu1, TO MezcecTpe HEOOXOUMO COOOIIUTH 00 3TOM Bpady, €ClId OCTATOYHBIH
o0bem MeHee 100 M1, TO 0OBIYHO PEKOMEHYETCS BBECTH €r0 OOPAaTHO U MPOMBITh
30H]] GUBHOJIOTUYECKUM pacTBOpoM (30 mui).
OcHamenue AJ1s1 30HI0BOT0 MUTAHUA:

- mmpwui JKaHe

- BOpOHKa

- (OHEHTOCKOII

- [epyaTKu

- AHTHUCENTUYECKHUI PacTBOP

- JICUKOIJIACTHIPh

- KOHTEWHep i Je3UH(PEKINH

- 3aKHUMBI

- cUcTeMa JJIsl BHyTPUBEHHOTO BBEJEHUS KUAKOCTH CO IITATUBOM

- €MKOCTb C (PU3MOJIOTMYECKUM PACTBOPOM

- IOJIOTEHLE
IToaroroBka Kk nmpoueaype 30HA0BOI0 MU TAHUS
Heobxoanmo nponHdopmMupoBath MaTh peOeHKa, €CIIM OHA OCYIIECTBIISET 32 HUM
yXO/, O MPEACTOsIIEM KOPMJICHUH, COCTaBe U 00beMe MUILU, METO]Ie KOPMIICHUS,
1100 Pa3bsICHUTh OCHOBHBIE MOMEHTBI KOPMJICHUSI p€OEHKY B 3aBUCUMOCTHU OT €T0
BO3pAacTa U KIMHUYECKOTO COCTOSHHUS.
Jlns nuTaHus B MOPEPHIBUCTOM PEXHUME MOATOTOBUTH CMECh, MOJOIPEB €€ [0
temriepatypbl  30-35C° u mocTaBUTh Ha MPUKPOBATHBIN CTONMK. JIJIsI TUTAaHUS B
HEIPEPHIBHOM PEKMME MOATOTOBUTH €MKOCTh C PAaCTBOPOM M Pa3MECTHUTh €€ Ha
CTOJIMKE. 3aTeM CleAyeT MOMOYb NAI[MEHTY 3aHATh BHICOKOE MOJIOKEHUE, I YErO
MOJHSTH TOJIOBHOM KOHELl KPOBATH U MOMPABUTD MOYIIKH.
BoinosiHeHue npoueaypbl 30HA0BOT0 MUTAHUS
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1). ITpOKOHTPOIMPOBATH MECTO HAXOXK/ICHUS 30H]1a B JKEJyJIKE (POHEHIOCKOIIOM.
2). IIpokoHTponAMpOBaTh OCTATOYHOE COAEPKUMOE kenyaka. [IpucoenuHuTh
mmnpul, JKaHe K JUCTaIbHOMY YYacTKy 30HJa U aCOUPUPOBATH COJEPKUMOE
xenyaka. OueHuth xapaktep coaepxkumoro. Ilpu mNOsABICHUH NOPUZHAKOB
HapyIIEHHOW 3BaKyallM >KETyJOYHOI0 COAEPKUMOro (OOJIBIIONW OCTAaTOYHBIN
00BEM KHUIAKOCTH) WM KPOBOTCUEHUS — IIPEKPATUTH MPOIIEAYPY.

3). [luranue 6 npepwvisucmom pesxcume. CoenuHUTH mmpul JXKane ¢ nuraTeabHOM
CMECHIO (MJIM BOPOHKY) CO CBOOOTHBIM KOHIIOM 30H]1a. BBECTH NMUTATEIHHYIO CMEChH
B JKEJTYI0K MEIJICHHO aKTUBHO (IITPUIIOM) MM MACCUBHO (C MOMOIIBIO BOPOHKH)
nopuusiMu 1o 20-30 mi1 ¢ uaTepBanaMu 1o 1-3 muHyThl. [lociie BBEICHUS K101
MOPIUHU TEPEKUMATh 32)KUMOM JUCTAIbHBIA yYaCTOK 30H[A, IMPEIMSTCTBYS €ro
OITYCTOLIEHHUIO.

4). Ilutanue 6 HenpepvleHOM pedicume. 3ANOIHUTH CHUCTEMY MUTATEIbHBIM
pacTBOpPOM, COEIUHUTH 30HJ] C CHUCTEMOM [JIi KOPMJICHUSI U OTKPBITh 30H],
OTPETYJIMPOBAB CKOPOCTh BiMBaHUS. KOHTpoOIMpOBaThH CKOPOCTh BBEICHUS
pacTBOpa KaKIbIi 4ac ¢ TOMOIIIBIO J103aTopa.

5). IIpombITh 30H1 (hr3noIOTHUECKUM pacTBOpoM (30 M) MOcIe OKOHYATEIBHOTO
KOPMJICHUSI M 3aKpbhITh MPOOKOW CBOOOJHBIA KOHEI[ 30HJa, 3aKPENHUB €ro
JIEUKOIUIACTBIPEM.

3aBepuieHue Npouexypbl: Kak OMUCAHO BHIIIEC B IPOIIEAYPE YXO/a 32 30HI0M.

Cnucok Jaureparypsbi:
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2) TlannmatuBHas nomornb AeTsM. Ilox pemakiueit O.l'onaman, P.XeiiHa wu
C.JIuGena. Ilep c anrn. — M.: Ilpaktuka, 2017. — 672 ¢. I'naBa 25. A.Tommcon, A.
Maxnonansa, K. Xonaen. [luranue npu nannuatusHou nomoniu. C. 364-379.

3) Petersen M.C., Kedia S., Davis P. et al. Eating and feeding are not the same:
caregiver's perceptions of gastrostomy feeding for children with cerebral palsy //
Dev Med Child Neurol 2006; 48: 713-7.

4) OpraHu3anys HYTPUTHBHOW TOJJICPKKM B KOMIUIEKCE TMaUTMATHBHOMN
MEIUIINHCKON IOMOILN ETSAM: [TocoOue IS Bpauen-rneauaTpon/
E.B.Ilonesuuenko, H.H. CaBBa u nap.— 5-¢ wu3na., nepepadb. u gomoyiH. — M.:
N3natensctBo «IIpocnexty, 2020. — 158 c.
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6. JHTepabHOE NMTAHNE Yepe3 racTPOCTOMY: MOKA3aHUs, IPeuMYLIeCTBA U
HEI0CTATKH

MHorue aeTu C OHKOJOTMYeCKOM M HEOHKOJIOTMYECKOM I1aTOJIOTHEH,
KOTOPBIM ~ OKa3bIBAE€TCA MaJUIMAaTHUBHAS IOMOIb, HWMEIT OrPaHUYEHHBIE
BO3MOYKHOCTH TpUEMa MWLM 4Y€pe3 POT WM BBICOKHI PUCK OCJIOKHEHUU IpH
KOPMJICHUH €CTECTBEHHBIM ITyTEM.

JUis  yiydiieHus: KadyecTBa yXOJa M KadyecTBa >KM3HU NaJUTMATUBHBIX
MalMEHTOB B HACTOSAIIEE BPEMS IIMPOKO HMCIOJIB3YIOTCS TacTPOCTOMUYECKHUE
TpyOKH, U3TOTOBIIEHHbIE W3 THUNOAJUIEPIEHHBIX  MaTepUaioB  (CHUIIUKOH,
MOJIMYPETaH) WU MMEIOIME OYeHb HU3KUN MPOILEHT ociiokHeHH. CoBpeMEeHHbIE
MYHKIIMOHHBIE METO/IbI HAJIOKEHUS TACTPOCTOMBI, BIIEPBBIE BBEJICHHBIC B IIPAKTUKY
B 1980 roay, OTHOCSATCS K MaJOMHBA3UBHBIM M TPU BBICOKOW KBaJgU(UKAIIH
METUIMHCKUX paOOTHUKOB TpeOYIOT He OobIe 15-20 MUHYT, a TakKe MOTYT ObITh
MCIMOJIB30BAaHbI y IETEN C MACCOU Tena MeHee 3 KT. Tskelbie OCII0)KHEHUS, KOTOPbIE
U3BECTHBl TPU  HEIHJOCKOMHYECKUX METOAAX HAJIOKEHUS T[acTPOCTOMBI
(Jrammapockonuu, JanapoTOMHUM), MPH IMYHKIMOHHBIX METOAAaX NPAKTUYECKU HE
BcTpeuaroTcsi (MeHee yeM y 5% manuentoB) [1,2,3]. Ocoboe 3HaueHue st
NpOQUIAKTUKA  OCJIOKHEHHM HMEET TNpaBWIbHBIA YXOA U  COONIOACHUE
pPEKOMEHJAaUi TPOU3BOAUTEIIS.

6.1. [loka3aHusi ¥ MPOTUBONMOKA3AHUS K HAJIOKEHHIO TACTPOCTOM,
NMPeuMYIIeCTBA U OTPAHNYEHH S, BO3MOKHbIE 0CJI0KHeHNs. Buabl
racTpoCTOMUYECKHX TPYOOK.

I'acTpocTOMa — 3TO MCKYCCTBEHHOE OTBEPCTHE, COEAMHSIOLIEE NEPETHIOI0
OpIOLIHYIO CTEHKY C XelyAkoM. ['acTpocTomuueckas TpyOka — MEIULMHCKOE
U3JIeJIi€e, YCTAHOBIICHHOE B KaHAJI TACTPOCTOMBI U MO3BOJISIIOIIEE BBOAUTH TUTAHKE
U JIEKapCTBAa HEMOCPEACTBEHHO B JKEIYIOK. METOIbpl HAJIOXKEHUS TacTPOCTOMBI:
JIAIIapOTOMUYECKH, JanapOCKOINYECKUH, YpE3KOKHBIN IIYHKIIUOHHBIN
sHAockonuueckuil. IlocnenHuii sBiIeTCS METOAOM BbIOOpa Yy MAallMEHTOB
NaJUIMATUBHOTO MPOQUIs, YAaCTO HMMEIOUIMX HEBPOJOTMYECKUE HapyLIEeHUS WU
CyJIOpOTH, TaK Kak He TpeOyeT MPUMEHEHHUs METOAOB ITyOOKOW M IIUTENbHOU
oO11iei anecTe3nu (HapKo3a).

[To Buay KperuieHHsl BHYTPH Key/IKa raCTPOCTOMUYECKUE TPYOKH JEISATCS Ha

[1-4]:

e OawioHHbIe  (YCTaHABIMBAIOTCS XUPYProM I0J] OOIIEH aHecTe3ueH,
MEHAIOTCST 0e3 00Iell aHecTe3uu, B TOM YHCJIE Ha JIOMYy CHEIHATHCTaMU
MAJUTMATUBHOU CITY>KOBI, POJIUTEISIMU),

e OammepHble U KpPECTOBbIE (C 30HTHKOM) (YCTAaHABIUBAIOTCS M MEHSIOTCS
XUPYpramu ¢ MPUMEHEHHUEM O0IIIei aHeCTEe3UN ).

[To nnuHe racTpocTOMHYECKUE TPYOKH MOTYT OBITh HU3KOMPOMOUILHBIMU (151
KOpMJICHHS peOeHKa K HUM MPUCOSIUHSACTCS yITMHUATENH) U ITTHHHBIMH.

Pemenue o BeIOOpE BUA raCTPOCTOMUYECKON TPYOKH M METOJIE €€ yCTaHOBKHU
MPUHUMAETCS KOJUICTHAIBHO XUPYPraMH M SHIOCKOMHCTAMH COBMECTHO CO
CHEIUAINCTaMI TAJNTHATUBHBIX CITyX0, HaOmomaronmu pedenka. [Ilpu stom
00s13aTEIPHO  YUYUTHIBAIOTCSA TMPEATNIOUTEHUS TMAlWeHTa ¢ YICHOB CEMbH,
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O0COOEHHOCTH OCHOBHOTO JIMAarHo3a M MPOTHO3a B OTHOUIEHUU T€UEHHUS OOJIE3HU U
JUIMTEILHOCTH ~ JKU3HM, BO3MOXKHOCTEH  OCYIIECTBISAITH  yXOJI  COIJIACHO
PEKOMEHAAIUSAM MPOU3BOAUTENCH TPYOKH.

[IpuHumn BIOOpa pazmMepa racTpoCTOMUYECKON TPyOKH OCHOBAH Ha TOM, YTO €€
JMaMeTp HE JIOJHKEH MPEBBIIATh JUAMETP MHUILEBOJIA Y JAHHOTO peOeHKa, YTOObI
MOCTYIUICHUE TUIIA B KEIYJIOK Yepe3 TacTPOCTOMY MAaKCHUMaJbHO OBLIO
NPUOJIMAKEHO K TOMY, KaK 3TO IPOUCXOJIUT ECTECTBEHHBIM ITyTEM uepe3 poT [4].

6.1.1. IToka3anus AJis1 HAJTO0KEHUS FACTPOCTOMBI.
Haunbounee yacto BcTpeyaeMbIMU MTOKAa3aHUSMU JIJ1s1 HAJIO)KEHUS TaCTPOCTOMBI
B MaJUIMATUBHOM NeIUaTpUu ABJISAIOTCA [3,5,6]:

e nucdarus poTOTIOTOYHAS WIIM TUIIEBOAHAS (HApPYIICHUE WM 3aTPyAHCHUE
TJIOTaHMsI) BCJEACTBUE OyiIbOapHBIX/TICEBAOOYIBOAPHBIX PACCTPONCTB HA
dboHE OpPraHWYECKOrO TIOPAKEHUS IIEHTPATbHOM HEPBHOM CHCTEMBI,
HEHPOMBILIECYHBIX 3a00JIEBaHMI, TpaBM, OIyXOJE€Hd TOJOBHOIO MO3ra,
HapyIICHUsI COZHAHUS U KOMBI U JIp.;

® AHATOMHUYECKHE MPEHATCTBUS ISl IPOXOKACHUS MMUIIHA U3 POTOBOU MOJIOCTH
B JKENyNOK (BPOXKICHHBIC aHOMAJIMW, aTpPe3usl WIM OIyXOJU IHILIEBO/IA,
OITYXOJIU IIeH U CPEJOCTECHUS, ONIEPAIIMH HA JTUIIE, TTOJUTPaBMa, JIp.);

® TsDKENas HYTPUTHMBHAsT HEJOCTAaTOYHOCTh WM €€  MNpoduiIaKkTUKa
(MYKOBHUCII03, CHUHAPOM KOPOTKOM KHUIIKH, XPOHHMYECKas IMOoYeyHas
HenoctatouHocth, BUY/CIIN]/, Oone3nu oOMeHa, KOMOWHUPOBAHHBIC
MOPOKU cepAta, ap.);

® DPHCK Pa3BUTHUA TSKEIBIX MYKO3UTOB C MOCIEAYIOHIEH HEBO3MOMXHOCTBIO
OpPUHUMATh TUILY OOBIYHBIM IyTEM Yy JETed CO 3J0KAaYeCTBEHHBIMU
HOBOOOPa30BaHUSAMH (HAJIOXKEHHE TacCTPOCTOMBI BXOJIUT B HEKOTOPHIC
MPOTOKOJIBI TPOTUBOOMYXO0JIEBOTO JICYEHNUSA);

® HEOOXOJMMOCTH B OCYIIECTBICHUH SHTEPATLHOT0 KopMmiieHus 6osee 30 qHEi.

He pexkomeHnayeTcsi MCHOIL30BaTh MUTATENIbHBIC 30HABI (HA30TACTPAJIbHBIMN,
Ha30/1y0ACHAIBHBIN WM Ha30l0€HAILHBIN) OoJee 4-6 Henellb U3-3a BO3MOXKHOCTHU
Pa3BUTHUS TSKEJBIX OCJI0XHEHHH CO CTOPOHBI JbixaresibHOM cuctembl U JKKT:
BOCTMAJICHUS] (CMHYCHUTBI, OTHTHI, KOHBIOKTUBHTHI, 1330()aruThl, TaCTPHUTHI, Ap.),
U3bS3BIICHUS, KPOBOTEUEHHUs, d30(dareanbHbli pedirokc, acnmuparroHHAs
MMHEBMOHUS U JPYTU€ OCIOXHEHUs [2,7]. B m1OMalIHUX yCIOBUSX UCIIOIb30BaHUE
HA30racTpajbHOrO0 30H/Ia HE PEKOMEHJIOBAHO JUISl JIUTEIbHOTO W HOYHOTO
KOPMJICHHS M3-3a PUCKa JUCTIO3UIMHU TpyOKu. Kpome Toro, ncmoib3oBaHue 30H0B
COMPSDKEHO C HU3BKUM CYOBEKTUBHBIM KOM(OpPTOM peOeHKa, JCTeTUYECKUMHU
HEJIOCTaTKaMHU U MEHbIIEeH 3P (HEKTUBHOCTHIO SHTEPATITLHOTO MUTAHUsA [7].

B HeKoTOpBIX Cilyyasx KOPMJICHHE Yepe3 racTpoCTOMY MOXKET COUeTaThCs C
MPUEMOM €JIbl ONPEACIICHHOM KOHCHUCTEHIIMU dYepe3 POT WIM C YaCTUYHBIM
napeHTepaJbHbIM MUTaHUuEM. JluarHocTuka nucdaruy U onpeaesieHue 0e30MacHbIX
JU1s1 peOCHKA KOHCUCTEHITUH €1l M ITUThS MPOBOJUTCSA: 1) IyTeM onpoca poauTesnen
WM yXOKUBAOMIMX JIAI (HampuMep, €CTh JIM TOMEPXWBAHUS WM Kallesb,
CBA3aHHBIE C TIOMAJIAHUEM CJIIOHBl W/WJIA TPHUEMOM  BOJBI,  KHUIKOM,
OJIEHTUPOBAHHOW W TBEPJOW MHUIIHK), 2) OCMOTPAa MEINEPCOHATIOM H JIOTOIMEI0M
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(HampuMmep, HaOmoAeHUE 3a pPEOCHKOM BO BpeMs €Ibl W TUTHS), 3)
WHCTPYMEHTAJILHOTO  0Ocle/oBaHusl  (PEHTT€HOCKONMYECKOE  HCCIIEOBAaHUE
mporiecca TI0TaHMs ¢ PA3HBIMUA KOHCUCTCHITUSIMU KOHTpAacTa ¢/0e3 MaHOMETPHEH |,
HAa30JIApUHTO3HAOCKONHUA) [8].
6.1.2. [IpoTuBONOKAa3aHKs K HAJIOKEHUIO TACTPOCTOMBI.
AOCONIOTHBIMA ~ TPOTHUBOTIOKA3aHUSIMU 1T HAJIO)KEHUSI TaCTPOCTOMBI
saBisitoTes [2,3,9]:
® TsDKEJbIC HapyLIEeHUs CBEPTHIBaHUS KpOBHU (MexyHapoHoe
HOopManu3oBaHHoe otHomieHue (MHO) > 1,5; akTUBMpOBaHHOE YaCTUYHOE
TpombonnactuHoBoe BpeMsa, AUTB > 50c; Tpombormtsl < 50 X10%/1);

e HecTaOMIbHAS TEMOJUHAMUKA, CETICUC, TSKEIBINA aCIlUT, ICPUTOHUT;

e UH(DEKIMOHHBIC TMPOIECCHl TMEpeaHEH OpIONMIHOW CTEHKH, TsDKemas
MopTajgbHAas TUMIEPTEH3US C BAPUKO3HBIM PACIIMPEHUEM BEH MHUIIEBOAA U
KETyJKa, TMEePUTOHECATBbHBIA KaplUHOMATO3, HHTEPIIO3UIIMS BHYTPEHHUX
OpraHoB (Harp., I€YeHU, KUIICYHUKA);

NEPUTOHEANILHBIN TUAIN3;

TOTAJIbHASI TACTPIKTOMHUS B aHAMHE3E;

OOCTPYKITUSI BBIXOJTHOTO OTBEPCTHUS JKEITYyJIKa WU TSKEIBIA racTpomnapes;
OTCYTCTBUE MH(DOPMUPOBAHHOTO COTJIACHUS HA MPOBEACHUE MPOIEAYPHI.

OTHOCUTENbHBIE TPOTHUBOMOKA3AHMS: OXXUPEHHWE BBICOKOW  CTEIEHH,
aHaToOMU4ecKkue NedeKThl B pe3yabTaTe MPeablIyIIel onepauy Wik BOCTIaJCHHS,
BBIPOXCHHBIA CKOJIMO3 C HEBO3MOXKHOCTBHIO HAXOXKJICHUS TUIOMIATKHA IS
racTpOCTOMBIL, Jp.

Henp3s ncnonb3oBathk katerep Qomes u Apyrue TpyOKH, He TTpeIHa3HAYCHHBIS
JUISL CTOSIHUSL B JKEJTYJIKE, BMECTO CHEIHaIbHBIX racTPOCTOMUYECKUX. Pe3nHOBbIN
MoueBoit katetep (Does) ¢ pa3ayBacMbIM 0aIIOHOM Ha €ro KOHIIE JTs UKCaIuu
Karerepa B TOJOCTH MOYEBOTO MY3bIPS MOXKHO BCTaBUTH JIMIIL B DKCTPEHHBIX
Clly4asiX MPU BHE3AIMHOM BBIMAJCHUH TaCTPOCTOMHUYECKON TPYOKH U OTCYTCTBUU
UJCHTUYHON moAaMeHHoM (nmuametp Bo Fr 1:1; Fr (ppeny) — enunuia usmepeHus
HapYy>KHOTO auameTrpa TpyoOku, paBHas 0,33 mwm; Hampumep, 9 Fr = 3 mwm).
JmutensHoe (6onee 7-14 mHeit) ucnonb3oBaHue katerepa dDosest U MOJ0OHBIX eMy
TpyOOK MPUBOAUT KO MHOKECTBY OCJIOXHEHUH (B TOM 4YHMCIE€ WH(EKUMOHHBIX,
Pa3BUTHUIO TPAHYJIAIMHI, TTOATEKAHUIO JKETYJOUHOTO COJIEP’KUMOTO U BBIPAXKEHHOM
Marepanry KoK BOKPYT TaCTPOCTOMUYECKOTO OTBEPCTHS, Jp.), HAIMYKE JIaTeKCa
MOJKET BBI3BIBATh MECTHBIC aJNIEPTUUCCKUE PEAKIIHH.

bazoBoe oOcnenoBaHue Tmiepes; HAJIOXKEHUEM TacTPOCTOMBI  BKIIIOYAET
npoBenenne OI'JIC u KoHCympTanuio xupypra. [Ipy Hanuuum TAXKEIOro racTpo-
330(¢areasbHOro pedirokca, racTpura, 3B B MUILEBOAE WX JKEITYJKE POBOIUTCS
WX KOHCEPBATHBHOE JICUCHHE, 3aT€M — TOBTOpPHAs KOHCYJBTALUS XUPypra Jis
peleHust BOIpoca 0 HeOOXOIMMOCTH HAJIOKEHUSI TaCTPOCTOMBI C OJTHOBPEMEHHOM
bynaommukanuen (aHTupedIIOKCHON onepaIuei).
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6.1.3. [ToAroToBKa NanMeHTa K YCTAHOBKE racTPOCTOMUYECKOI TPYOKH
MeToJaMHu MYHKIHOHHO¥ 3HA0cKkonnu [2, 3, 7, 10-11]:

e [IpoBectn mOAPOOHYIO BBOJHYIO pa3bsCHUTEIbHYIO Oecely Bpaua
3a0J7arOBPEMEHHO 10 TUIaHUpyeMmon ormeparui. Heo0xoaumMo OOBSICHHUTH
MAIMEeHTY U YIeHaM CEMbH OCHOBHBIE MOMEHTHI FaCTPOCTOMUH (KaKOH METO/
U Kakas TpyOka OyJeT HCIOJIb30BaThCS W IMOYEMY, MPUYMHA YCTaHOBKH
racTpOCTOMHYECKOU TPYOKH UM HEOOXOJUMOCTH SHTEPAIBHOIO KOPMIICHUS,
KaK JIOJIro OyJeT AJUThCSA MpoLeaypa YCTaHOBKH TPYOKH; KEM, KOIr/ia U Kak
OyJIeT ocyIecTBIATbCS 3aMeHa). [Ipu HeoOX0IMMOCTH Takas O0ecesia MOKET
MPOBOJUTHCA BPa4OM HECKOJIbKO pa3. HeoOxonumo moapoOHO OTBETUTH Ha
WHTEPECYIOINE TalMeHTa W CEeMbI0 BOIPOCHL, MPOJAEMOHCTPUPOBATH
racTpOCTOMHUYECKYIO TPYyOKy M MpOIeaypy KOpMIIECHHS M yXoJa 3a Heil.
[Tocie momydeHust corjacusi pOAMUTENEH Ha TaCTPOCTOMHIO JaJbHEHUIIEE
JeTalbHOE OOydYeHHE pOAMTENIed W/WIM JUL IO yXOAYy 3a pPEOEHKOM
OpPTraHU3yeTCs JOMOTHUTENBHO.

® [OJNUCAaTh UH(POPMUPOBAHHOE COTIIACUE;

® JaTh MAllMEHTYy U CEMbE MOAPOOHYI0 MUCBMEHHYIO MH(OpPMAIUI0 O THUIIE
TpyOKH, 00 aJITOPUTME yXOJa U KOPMJICHUS Ha JIOMY.

® UCKIIOYHUTHh NMPUEM MHIIA U BOJbl pEOEHKOM B TEUEHHE 8§ 4YacOB IMEpe]
IIPOLIEAYPOM HAJIOKEHUS CTOMBI;

® Ha3HAYUTh aHTUOAKTEPUATBLHBIN MpernapaT BHyTPUBEHHO 3a 4ac 70
MPOLIETypbl YCTAHOBKH (Hampumep, 1eda3oinmH).

® OCMOTp peOEHKa JETCKUM XUPYPIOM U aHECTE3HOJIOIOM NEpe]] oneparuen
racTPOCTOMHUH.

6.1.4. Benenue nmamueHTa B pAHHUH MOCJIe0NepPANMOHHBII MEPUOI Mocjae
HAJI0’KeHHUs racTpocTombl [2, 3, 7, 10-11]:

e oOllcHKa OoJMM MO MIKajge W 00e300JMBaHME KaK MUHUMYM B TEUCHHE
HECKOJBKMX JHEH g NpopUIAaKTUKM M KyNUpOBaHUS OoJied WiH
BBIP@XEHHOIO TMCKOM(OpTa BCIECACTBUE Pa3AyBaHUs KEIyIKa U HAJIOKEHUS
CTOMBI;

® KOpPMJICHHME Yepe3 CTOMY HAYMHAETCS, KaK IPaBUIIO, YEPE3 HECKOJIBKO JHEM;
70 3TOr0 PEeOEHOK MUTAETCSl MapeHTEPAIbHO, 3aT€M HJET MOCTENECHHBIN
nepexo Ha MOJHOE SHTEPAIbHOE MUTAHUE;

® MOHUTOPUHI TEMIEPaTyphl, JbIXaHUS, IyJbCa, AABICHUS, MOBEACHUS U
MOJIO’KEHUS peOCHKA;

® KOHTPOJIb 32 MECTOM HaJIOKEHUSI CTOMBI (IIOJATEKaHUE, TUCTIO3ULUS TPYOKH,
KPOBOTEYEHHE, TIOKPACHEHUE, OTEK, THOETECUECHHUE);

e BBHINIKMCKA JIOMOM uepe3 72 wyaca mociie NEPBUYHOW YCTAHOBKU TPYOKH B
ciy4yae COOJIIOJIEHUSI OMPENEICHHBIX YCJIOBHI: OTCYTCTBHE OCIIOXHEHUH,
Hajauuue OOy4YeHHOM ChykObl yXxoJa Ha JOMY, POJIUTENH OOYYEHBI
KOPMJICHHIO U IPUHIUIIAM yXOJa, POAUTENN 3HAIOT CUMIITOMBI, TpeOyoIIue
HKCTPEHHOTO OOpallleHusl K Bpauyy MOCJI€ BBIMUCKU; POAUTENIN UMEIOT CMECH
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JUIS DHTEPAIbHOTO MHUTAHUS M YCTPOWCTBA MJS MX BBEICHUSA, YTOOBI
NPOAODKUTH HAYAaTOE B CTAllMOHAPE KOPMJIICHHE;

® TIOJrOTOBKa MHUChMEHHOTO WHAMBHUIYAJIbHOTO IUIAHA BEICHHUS MAalMeHTa C
racTpOCTOMOM, BKIIIOYAIOIIETO KOHTAKTHI CITyK0, KOTOpBIE OyAyT HaOII0AaTh
peOeHKa MIIAaHOBO U B CIIydae dKCTPEHHBIX CUTYalHii; HHPOPMAIIHIO O THIIE,
pasMmepe U MPou3BOAUTENE TPYOKH; pEKOMEHAINU 110 KOPMIICHHUIO M YXO11y,
JaTe CIeAyIouei 3aMeHbl TPyOKH;

® HapYXHBIH (PUKCATOP TACTPOCTOMHUECKON TPYOKH HE JOJKEH CABUTaThCS C
YCTaHOBIIEHHOTO XHpPyproM Mecta B TeueHue 10 mgHeH, yToOBI XOpOLIO
chopMHpoBaiCcs KaHal CTOMBI (s oOpaOOTKM MecTa CTOMBI Kpai
¢ukcaTopa IpUIIOAHUMAETCSA U KOXKa MOJ HUM 00paldaThIBaeTCS MapiieBbIM
CTEpUJIHHBIM TAMIIOHOM C (PU3PACTBOPOM, 3aTEM TIIATEIHLHO MPOCYIINBACTCS
CTEpUJIBHBIM MapJIeBBIM TAMIIOHOM);

e [epBOE BpallleHUEe TPYOKH BOKPYT OCH (ISl MPOQPUIAKTUKY MPUPACTAHUS K
KpasiM CTOMbI) HaunHaeTcs yepe3 10 gHeil mociie nepBUYHON yCTaHOBKH;

e 1epBasi MpoBepka OayuioHa HauuMHaeTcs yepe3 14 mHell mocie nepBUYHON
YCTaHOBKH TPYOKU;

® TpPUHATHE NAyIIa U TOTPYKEHHE OOJIACTH TacTPOCTOMBI B BOAY (BaHHA,
0acceiiH) AOMYyCTUMO MOCJE MOJHOTO 3aXKUBJIEHUS MEPBUYHOIO PAHEBOIO
Xo7a.

6.1.5. Oc10:KHEHUS TACTPOCTOMMH.

[locne Havanma MCHOJIB30BAHUS COBPEMEHHBIX IYHKIIMOHHBIX METOJOB
HAJIO)KEHUSI TaCTPOCTOM C HHIOCKOIMMYECKUM KOHTPOJEM CMEPTENbHBIE HCXOJIbI
CBECHBI IPAKTHUUECKH K HYIIIO i 00YCIIOBJIEHBI, B OCHOBHOM, KOMOPOUTHBIM (pOHOM
pebenka. OmHAKO, OCIOKHEHHUS MOTYT BCTPEUaThCS M3-3a IUIOXOT0 yXOJa WU
HECOOTIOICHNUS METOI0JIOTUH TaCTPOCTOMHH/ MHCTPYKIIMH MTPOU3BOTUTEIS.

Haubonee uacTto BcTpedaeMble OCIOXKHEHHS: TOATEKAHUE >KETyTOYHOTO
COJIEP’)KUMOTO M3 CTOMBI HApYXy; Pa3BUTHE TPAHYJSAIIMOHHOW TKaHM; WHOEKIHS
MIOCIICOTIEPAIIMIOHHOTO PAaHEBOTO OTBEPCTHs (Yalle — B TEPBYIO HEAENIO MOCIe
HaJIOXKEHUS racTPOCTOMBI; npu OTCYTCTBUHU s exTuBHOM
aHTUOAKTEPUATBHON/TIPOTUBOTPUOKOBOI Tepanuu MECTHO WJIM CHCTEMHO MOXKET
Pa3BUTHCS XPOHU3ALMS MTPOLIECCA); IEIUTIONNUT B 00JaCTH CTOMBI (ITPU MOBPEXKICHUU
LEJIOCTHOCTU KOXKM M3-3a MOCTOSIHHOTO MOATEKaHUs, HEMPaBWIBHOTO yXOJa WM
Pa3BUTHS TPAHYJISIIHNI); BBIXOA TPYOKH HapyKy; 3aKynopka TpyOKH; OOCTPYKIIHS
BBIXOJIHOTO OTBEPCTHUS KEIyAKa TPpyOKoil (IIpH CTOSHUU JUIMHHOM TPyOKH U ee
MUTpalYU B 12-TH NEPCTHYIO KUIIKY); THEBMONEPUTOHEYM [2, 3, 7].

Penxo BcTpewaempble OCIOXKHEHHWS: TMOJTEKaHWE B OPIOIIHYIO IOJOCTH,
NEPUTOHNUT, AaCMUpPAIMOHHAs TTHEBMOHHUS, KPOBOTECUEHHE, CHUHIPOM BPOCIIETO
Oamnepa (mpu OaMIIEpHOM TracTpOCTOME), MOBPEXKACHHE BHYTPEHHUX OPraHOB
(medeHu, cene3eHKH, KUIIeUHUKA), HEKPOTU3UPYIOUH (hacuuuT (Ipu Ype3MepHOM
CIaBIICHUU TKaHEW, pACIOJIOKEHHBIX MEXKAY HapyXHBIM M BHYTPECHHUM
¢bukcaTopamu TpyOKH), pacipOCTPAHEHUE METACTAa30B OITYyXOJIH.
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6.1.6. [IlpuHUMNIBI YX0/1a 32 TACTPOCTOMHYECKOH TPYOKOIA.

Yxom 3a racTpoCTOMUYECKOW TpyOkoil (OayutoHHOW WM OamMmepHON),
YCTaHOBJICHHOW MyHKIITMOHHBIM 3HI0CKOMTUYECKUM METOJIOM, - OYEHb IIpocT [2,3, 7,
11]. Pomutenun u cpeaHuii MeANEpPCOHAN IOJDKHBI OBITh OOYYEHBI TMpPaBHIIAM
00pabOTKHU KOKU BOKPYT CTOMBI, TEXHUKE KOPMIICHUS, YXO/Ty 3a MOJIOCTHIO PTa.

O06paboTKa KO’KH BOKPYT FaCTPOCTOMBI M CAMOM TPYOKH MPOBOJUTCS CHaYaIa
KUIITYEHON BOAOW C MBLJIOM, IIPOMBIBAETCS] YUCTOW KUIITYEHON BOJOM M OPOILIAETCS
cupeeM OeccmMpTOBOTO OECI[BETHOTO AaHTUCENTUKA (HEIb3sl MCHOJIb30BaTh
pacTBOpbl OpWJIJTMAHTOBOTO 3€JI€HOr0, MHoja, mepekucu Boaopoaa). Ilocne
BBICBIXaHHUS MOBEPXHOCTU KOKHM OTBEPCTUE U TPYyOKa HE 3aKphIBAIOTCS calipeTkaMu
U He (PUKCUPYIOTCS IUIACTHIPSIMHU, MPEANOUYTEHUE OTAACTCS «OTKPHITOMY» BEICHUIO
CTOMBI IS MPO(MIAKTUKUA Ppa3BUTUSL Mallepallid, UHQEKUUU, TPaHyJISaIud U
poJiekKHEN B 00J1aCTH HAPY>KHOTO (hUKcATOpa TaCTPOCTOMBI U COMPUKOCHOBEHMUS
TpyOKH ¢ Koxkeil. [Ipy Hammuuum mMarepalny Koxa J0MOJIHUTENbHO 00padaThIiBaeTCs
LUHK-COAEPKALIUMU IMACTAMMU; IIPU FPAHYISIUAX — Ma3SIMH C TITFOKOKOPTUKOUIAMHU
(2 paza B neHb MUHUMYM 14 nHel), npu X HEIPPEKTUBHOCTU — MPUKUTAHHE
HUTPATOM cepedpa; npu HHPEKIUU — Ma3aMH ¢ OaKTEpULIUIHBIMU aHTUOMOTUKAMHU
HIMPOKOrO CIEKTpa JOEUCTBUST W NPOTUBOTPHOKOBBIMM mpemnapatamu. I[lpu
MHTEHCUBHOM BOCHAJIEHUH KOKH BOKPYT FaCTPOCTOMBI Ha3HAYAIOTCS aHTUOMOTUKH
U TPOTUBOIPUOKOBBIE BHYTpb, a Takke 00€300JauBaoIMe W Ipenaparbl-
UHTUOUTOPBI TPOTOHHOM MOMITBI (OMENPa3ol).

["actpocTomuueckas TpyOka €XeIHEBHO JOJDKHA MpoBopadyuBaThes Ha 360
IpagyCcoB M JBUTaThCi BBEPX-BHU3 JJISl MPOQPHUIAKTUKH BPACTaHUs B CIU3UCTYIO
KeJyKa M npupactaHus K koxe. HapyxHbiii (pukcarop pacrnonararoT Ha BBICOTE
0,3-0,5 cMm Ham ypoBHEM KOXKH, UTOOBI M30€KaTh C/IaBJICHHS TKAHEH.

Kopmiienne mnpoBoauTcss MUHUMYM B TeueHue 15-20 MUHYT Tpems
cnocobamu: 1) camoTekom, 2) O0IIOCHO, 3) HEMPEPHIBHO C MOMOIIbIO TOMIIbI JIs
kopmiieHus. [lociae KopMiieHUsT WM TOCJE Jayd JIEKApCTBEHHBIX IPENapaToB
raCTpOCTOMHUYECKYIO TPYOKY IMPOMBIBAIOT KHUIMSYEHON BOJION B 00BbeMe 20-40 mi
(MuauMyM 10 M1 y gereid 1o roja). Y MalMEeHTOB C OTPAaHUYCHUSMU B MpUEME
KUIKOCTH MOXKET MOHAJO0OUTHCS YMEHBIIUTh OOBEMBI MPOMBIBKH 0 U IOCHE
JIEKapCTBa WM YMEHBIINTh 00bEM KOPMJIEHUS, 3aryCTHB €11y.

XKugkoctn WM pacTBOPUMBIE TAONETKU SIBISIOTCA MPEANOYTUTEIbHBIMU
JIeKapCTBEHHBIMU (hOpMaMu ISl BBEIEHUS yepe3 TpyOKy. MHOrne HHBbEKIIMOHHbIE
(b opMBI JIEKapCTB TaK)Ke MOTYT OBITh BBEJICHBI Uuepe3 ractpoctomy. He mobGasisiite
JeKapcTBO ImpsMO B eny. Hekoropele npenaparbl (Hanmpumep, MEIJIEHHO
BBICBOOOKJAIOLTNECS ) HEb35l U3MEIIbUaTh.

6.1.7. AaroputmM JelcTBM NPHM YACTHYHOI HWJIM MOJHOWH 3aKyNoOpKe
Tpyoxum [7, 10]:

mar 1 — B3sth mnpuil 50 My, Habpath B Hero 20 MJT TETUIONW KUIISTYEHOM BOJIBI,
nonpoOoBaTh IBUKEHUSIMU TOPILIHS «BHYTPb-HAPYKY» MOMPOOOBATH TPOTOJIKHYThH
3aKyMOPKY;

mar 2 (ecau HeT 3pdekTa) — 3anoJHUTh TPYOKY ra3upoBaHHON BOJOW WU
CBEKEBBDKATHIM aHAHACOBBIM COKOM (PKCIO3UIIMS B TpyOke — 20 MHHYT), 3aTeM
nonpoOoBaTh NPOTOJIKHYTh 3aKyNOPKY TEIJI0OM BOJ0M, HaOpaHHOM B minpui 50 mi;
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mar 3 (ecnu HEIPDEKTUBHBI MPEABIAYIIHE CHOCOOBI) — TAHKpeaTHH
(pa3BecTu B TEIUION ra3upOBaHHOMN BOJIE€ U BBECTH B TpyOKy Ha 30-90 MunyT).

[Ipy HEBO3MOXHOCTH YCTPAaHUTh 3aKyIIOPKy — 3aMeéHa Ha HOBYIO
racTpOCTOMUYECKYIO TPYOKY.

6.1.8 3amMeHa u U3BJIeYeHHE TACTPOCTOMUYECKOH TPYOKH.
3amMeHa TacTPOCTOMHYECKOW TpPyOKM Ha HOBYIO MPOBOJIUTCA COIJIACHO
pexomeHanusaM npousBoautess. Kak mpasuio, 6annoHHas MeHSETCS Kaxkiabie 6
MecsdleB, OammnepHas — Kaxnaple 1,5-2 roma. YITUHUTENM K HU3ZKOMPO(DUIHLHOM
racTpOCTOME MEHSIOTCS €KEMECIUHO.

N3Bnedyenne TpyOKM pEeKOMEHAYyETCS B ClydasX, KOrjJa HeT OoJibliie
MEIUIIMHCKUX TIOKa3aHWM [ ee wucnojb3oBanus. Kpome Toro, Hanmuuue
OCJIO)KHEHHH (HampuMep, MOCTOSTHHOE MOATEKAaHKE C BRIPAXEHHOM Malepaiuei mim
BpacTaHue 0amIiepa B CTEHKY JKeIy/1Ka) TOKe TpeOyIOT U3BJICUCHUS TaHHON TPYOKH
C TIOCIIEYIONIEN YCTAaHOBKOW HOBOM.

bannonnass ractpocTtoMa JIErKO H3BJIEKAETCA IyTEM CAyBaHHUs OallJIoHA.
N3Bneuenne 6amnepHoi TpyOKH MOXKET UATH IyTEM IMPHIIOKEHHS CHIIBI XUpYypra u
BBITATMBaHUsA OaMmIiepa HapyKy 4Yepe3 cromMudeckoe oTBepcTtHe. OpHako
UCCJIEIOBAHMS TOKa3aju BBICOKYI0 YacTOTy OCJOXHEHMM JIaHHOTO MeEToAa,
BKJIIOYAsl cMepTenbHble (mepdopanus WM OOCTPYKIMS KHUIIEYHHKA). Y 1ered
JAHHBIM METOJ 3alpelleH W WU3BJICUYECHHE JOJKHO UATH TOJBKO SHIOCKOMHUYECKH
noJ1 oOuiei anecTe3uen.

Ecnu ractpocToMa He Hy’KHa WJIM HaJIOKE€HA CTOMA B IPYyTOM MECTE B CBA3U
C pOCTOM peOeHKa, MoCJIe N3BJICUEHHS TPYOKH HAKIIAIbIBAIOTCS IUIACThIPHBIC IIBHI.
B GonpmiMHCTBE Ciy4yaeB OTBEPCTHE 3aKPHIBAECTCS B TEUEHUE HECKOJBKHUX JIHEH.
KpaiiHe peko MOXKET OcTaBaThCsl KOXKHAS WM NEPKYTaHHO-TacTpajibHas (ucryna
BCJIEICTBUE JJINTENBHOTO CTOSIHUA TPYOKH, IUIOXOH CIOCOOHOCTH TKaHEW K
pernapanuu, XpoOHUYeCKUX MHQPEKIHUI/TpaHyJI1uil B 00J1aCTH TaCTPOCTOMUYECKOTO
oTBepcTud. B 3TOM ciyyae nnsi 3aKpbITUS. CTOMBI MOXET HCIOJIb30BATHCS
HaJIOKEHUE JIMTHPYIOUIMX TUTAHOBBIX KIMIICOB WJIM YIIMBAaHUE OTBEPCTUSA IOA
SHJIOCKONIMYECKUM KOHTpoJeM [2; 3; 10].

6.2. IIpoToKoJIbI YX0/1a 32 raCTPOCTOMAMHU
6.2.1.TexHuKa U MPoOLEYPA eKeTHEBHOI0 YX0/1a 32 racTPOCTOMON.
6.2.1.1. OcHamenue:
® HECTEpWJIbHBIE OJHOPA30BbIC NTepUyaTKu — | mapa;
KUIISTYeHAs BOJIa KOMHATHOM Temneparypsl — 50 mi;
KOXHBIM 0eCCITUPTOBON aHTUCENTUK B BUeE crpesd — | ¢uakon;
CTepUWJIbHBIE MapJieBble TaMIIOHBI / canderku — 10 mT;
«YUCTBIN» TOTOK — 1 IIT.;
«TPSA3HBII JTOTOK — | MT.;
OJIHOpa30Basi BIUTHIBAIOIIAS MeJieHKa — | 1IT.;

6.2.1.2. IloaroroBKa K npoueaype
[ToaroToBhTE poauTENeil U pedeHKA K MPOIEAYPE YX0/1a 3apaHee C IEMOHCTPAIHeH
U TOApoOHBIM OOBSCHEHHEM Bcex ImaroB. /s peOeHKa TOMOJHUTEIHLHO
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UCIIOJIb3YWTE UTPOBBIE TPUEMBI, €CIIM HY>KHO — IIPUBJIEKANTE UTPOBOIO TepanenBTa /
BOCIIUTATESI.

OuyeHb BaXXHO HAYYUTh POAUTENCH MPaBUIBHO YXAKUBATH CAMOCTOSITEIBHO.
[Iponeaypa yxoaa 3a CTOMOM M TpyOKOW OCYIIECTBISIETCA 2 pa3a B JIEHb YTPOM U
BEUEPOM IIJIAHOBO, & TAKXKE JOTIOIHUTEIHHO MTPU HEOOXOIMMOCTH.

[ToaroToBhTE BECh HEOOXOAUMBIN HHBEHTAPH, KOMHATY W MECTO.

VYnoxure peOeHKa TOPH3OHTAIHHO HAa OJHOPA30BYIO BIHMTHIBAIOIIYIO TEJICHKY,
pasroBapuBaiTe ¢ HUM, OOBICHSANUTE Bce, YTO MIpoucxoaut. Pomurenu Bcerna
JOJKHBI HAXOJAUTHCS PAJIOM C peOSHKOM.

6.2.1.3. BoinoJsiHeHue mpoueaypbl

BoimoiiTe pyku, oO0paboTaiiTe MX KOXKHBIM aHTHUCENTHKOM, JalTe MPOCOXHYTH,
HaJICHbTE MEPUYATKHU.

OOpaboTaiiTe TacTPOCTOMHUYECKYI0 TPYOKy H 001acThb CTOMBI CTEPUIBHBIM
MapJeBbIM TAMIIOHOM C KOKHBIM aHTHUCENTHKOM, 3aTEM MPOCYIIUTE CTEPUIIbHBIM
MapJeBbIM TaMIIOHOM; BEIOPOCHTE MapJieBble TAMIIOHBI B JIOTOK.

OueHute 00J1aCTh CTOMBI, LIBET M LEIOCTHOCTh TpyOKku. Koxka B 001acT CTOMBI
JOJDKHA OBITh OOBIYHOTO IBeTa (HE JOJKHA OBITh MOKPACHEBIIEH, OTEUHOM, C
TPAHYJISUUSAMU, TIP.).

Ecnu koka CTOMBI 4KMCTasi U BBITVISIAUT HOPMaJIbHOM — HallO)KEHUE TOBS30K HE
HY>KHO, CTOMA BEJIETCS OTKPBITHIM CITIOCOOOM.

Ecnu y pebGenka cTOUT JJIMHHAsh TracTpoCTOMHYEcKass TpyOka — MTPOTpPUTE U
MpOCyHINTE TPYOKY MO HAPY>KHBIM (PUKCATOPOM / OTpaHUYUTENIEM, OTOJABUHYB €T0
U 3aTeM BEpHYB Ha MECTO (HYy>KHO MOTSIHYTb TPYOKYy Ha ceOsl 10 ynopa U ONMyCTHUTh
Hapy>XHbI orpannuuTens 10 0,3-0,5 cM HaJ ypOBHEM KOXKH).

Ecmu y pebGenka crouT HU3KOMpoUIbHAs racTpoCTOMa - MPOTPUTE O0OJIACTh
KianaHa (MecTo, KyJda TNPUCOSAUHSETCS YIJIWHUTEIh) BATHOW IMAaJOYHOM,
CMOYEHHON KHUIITYECHON BOJIOM.

[IpoBepHHTE racTpocToMUYECKyr0 TpyOKy Ha 360 rpagycoB BOKPYT OCH, 3aTe€M
MoJBUTaiTe €€ BBepX-BHU3 Ha 0,5-1 cMm.

YanuHautenu K HUBKONPODUIBHOMW TacTPOCTOME MOIOTCS TOCJE  KaXJAo0ro
KOPMJICHHMSI WJIM BBEJICHMS JIEKAPCTBA IMOJ MPOTOYHOM BOJOM, 3areM — ciaboi
KOHIICHTpAI[Me MOIOIIETO CPEe/ICTBA ISl MOCYAbl U MPOMBIBAIOTCS MTPOXJIATHOMN
YHUCTOW KHMSYEHOW BOJOW, CTPSXMBAIOTCS M CYLIATCS HA OTKPBITOM BO3/IyXE Ha
YUCTOM TOJIOTEHHEe. Y gJetel B Bo3pacte A0 1 roma wid vy
UMMYHOKOMITPOMETUPOBAHHBIX JETe TpyOKa IOCie OTOr0 JIOMOJHUTEIHHO
IIPOMBIBAETCA  CTEPWIBHOM BOJOW. YUIMHWUTENb HE JOJDKEH OCTaBaThCs
MPUKPETUICHHBIM K TPYOKe, €CJI OH HE MCIOIB3YETCS B TAHHBII MOMEHT.

Ecau BBI moso3peBaeTe HHOEKIUIO B 00J1aCTH TaCTPOCTOMBI — HEOOXOIUMO B3SITh
Ma30K C KOXXKM Ha OaKTepuaabHYyI0 U TPUOKOBYIO MH(EKIMH (Yallle UX BBI3BIBAIOT
cTtaMIOKOKK U rpuoOsl poaa Kanauna).

Ecnu naGmrogaeTcs moATeKaHUE JKEJIYJOUYHOTO COJEPKUMOT0 U3 TaCTPOCTOMBI —
HEO0OXOJIMMO HCIIOJIb30BaTh CPEJICTBA JJIS 3AIIUTHI KOXKU, 00paszyrolume Ha KOXKe
BOJIOCTOMKYIO JBIIIAINIYIO TJIEHKY. XKelyJ0uHOe CONEePKUMOE COACPIKUT COJISTHYIO
KHUCJIOTY U MOET BBI3BaTh KHUCJIOTHBIA 0or. HeoOXoauMo Ha3HAYuTh peOCHKY
aHTalU]Ibl U OBICTPO YCTPAHUTH IPUYMHY, BBI3BIBAIOIIYIO TTOJATEKAHUE.
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B ciyuae pa3BuTHs rpaHyssIiMM HEOOXOIMMO HAYaTh JICUEHUE KaK MOKHO paHbLIe
KOMOMHHPOBaHHBIM npenapaTromM (TTIIOKOKOPTUKOU/, AHTUOMOTUK,
IPOTUBOTPUOKOBEIN TMpemnapar), HaHOCS 2 pa3a B J€Hb MUHUMYM 14 nHell Ha
o0nactpb rpanymsuuid. [Ipu otcyteTBun ¢ dexkra — HaHEeCceHHe HUTpaTa cepedpa Ha
0o0nacTh TpaHyJISIUI C OJHOBPEMEHHOW 3aIMTONH WHTAKTHOM KOXH BOKPYT,
HaIpUMep, ¢ TOMOIIBIO )KHUJIKOTO TapaduHa.

6.2.1.4. 3aBepuieHue nMpoueaypbl
CHuMUTE epYaTKU U BBIOPOCHTE UX B «TPA3HBIN JTOTOK.
[ToxBanute pebeHka 1nocie npoueaypsbl, H00IaroJapuTe poauTeNeH.

6.2.2.Texnnka u npoiueaypa KOpmJieHHusi U BBeJeHHsI JIEKAPCTB Yepe3
racTpocTomy.
6.2.2.1. OcHamenue:

e mmpunsl 00 50-150 mu ¢ Hocukom Thna JKaHe 111 KOPMIIEHUS «CAMOTEKOM)
WM OOJIFOCHO — 1 mIT.;

® DSHTEpaJibHAs IOMIA C CETaMHM JJIs JJIMTEIbHOTO KOPMJIEHHS — 1o | 1mIT.;

® CMECh I DHTEPAIBHOTO KOPMIICHMSI KOMHATHOM  TeMIepaTyphl,
JICKapCTBEHHBIE MpenapaThl (B )KUIKOM BUJIE);

e mmnpui S0 mi ¢ HocukoM Tura KaHe AJisi npoMbIBaHUs TPYOKH BOJIOM 10 U
MIOCJIE €/bl UJIW JIEKapCTB — 1 IT.;

e mpuil 10 Mt ¢ Hocukom Tuna Jlyep ( Kak A B/B BBEICHHUS ) IS a4l
JeKkapcTB — | mrT.;

® YuCTas KUISTYEHas BOJa JUIsl MPOMBIBaHUS TPpyOKHU 110 U riocie eapl — 200

MJT;

OJITHOPA30BbIE NEpUYaTKu — 1 mapa;

KOXHBIM 0€CCITUPTOBOM aHTUCENITUK B BUE cripes — | ¢uiakoH;

CTEpUJIbHBIE MapJieBble TaMIIOHBI / canderku — 10 mT;

«YUCTBINY» JIOTOK — 1 1IT.;

«TPA3HBIN JTOTOK — | MT.;

OJIHOpAa30Basi BIUTHIBAIOIIAS MEJIeHKa — | mIT.;

MHOTOPa30BbIEC YUTMHUTENH JJIsI HU3KOMPO(HILHON TacTPOCTOMBI (€CIIi OHA
WCIIOJIb3YETCS AJI 3aMEHbl) — | [T.

6.2.2.2. IloaroToBKa K npoieaype

Cobmonenne  OOUIETIPUHATHIX TMPHUHIMIIOB AaCeNTUKH W AHTHUCENTHKH TpU
PUTOTOBJICHUH CMECEH /ISl TUTaHUs, KOPMJICHUH H BBEICHUH JICKApCTB.
CobmroieHre CpOKOB UCTIONIB30BAaHMUS CMECEH TSl SHTEPAIBHOTO TUTAHMSI, BKITFOYast
BpeMsi KOpMiIeHHs (TPYJIHOE MOJIOKO — He OoJiee 4 4acoB MOCie CUEKUBAHUS WIIH
pa3MopaxxuBaHUs, IETCKOE U JJeueOHOE MUTaHue — 6 4acoB MOCIIE Pa3BEICHU CyXOon
CMeCH B BOJI€, TOTOBbIE CTEPUJIbHBIC )KUJIKHE CMECU — B T€UeHUE 24 4acoB MOCe
BCKPBITHS YMAaKOBKUA / OTKPBITUS OYTBUIKM TIPH YCIOBUH, 4YTO OaHka Oblia
IPUCOEIMHEHA K 3aKPBITON CUCTEME MMUTAHUS).

OOBACHUTH POIUTENSAM, MEJICECTPaM M YXa)KHUBAIOIIEMY MEPCOHAITY CHUMITOMBI,
TpeOyIoIIMe IKCTPESHHOTO OTKIIIOUEHUS TI0JJa4uy MUTAHUS, €CIIH OHU MPOSIBIISIFOTCS
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BO BpeMsi KOPMJIEHMSI: 00JIb BO BPEMsI €/1bl, CUIIbHOE IIOATEKAHUE U3 00JIaCTH CTOMBI
BO BpeMs €/1bl, CBEXasi KPOBb B TPYOKE MIIM 00JaCTH TracTPOCTOMBI, OECITOKOMHOE
noBeZicHue pebeHka (HeoOXoamma KOHCYJBTAIMs CIEIUaInucTa Uil PEIICHUS
Bonpoca o KT, peHTreHOI0ornueckoM Ml 3HI0CKOMHMYECKOM UCCIEIOBAHNN).
[TonroToBRTE MECTO /711 KOPMIJICHHUS M PACTIONOKHUTE peOCHKA TaK, YTOOBI OH CHJIET,
HE TepeaBianBas 00JacTh KelyAKa U TacTPOCTOMBI, WJIH JIEXKaJ C MPUIIOJHATOM
BEpPXHEN N0J0BUHOM TynoBHIna Ha 30-45 rpanycos.
6.2.2.3. BoinosiHeHue Mpoueaypbl
BbIMBITE pyKH, 00pab0TaTh aHTUCENTUKOM U HAJETh OJTHOPA30BbIE NIEPUATKHU MEPEN
TEM, KaK JOTpParuBarbCs /10 racTPOCTOMBI M IPUCIIOCOOJNIEHUM Al KOPMIICHHUS,
BBOJMTbH MUTAHUE WJIU JIEKAPCTBA.
3aMoMHUTh MUTAHUEM CET I KOPMIIEHUSI M yITTMHUTEIN K TaCTPOCTOME TaK, 4YTOOBI
He ObLIO BO3/1yXa B CUCTEME.
[lepen kopMIIEHHEM POMBITH TACTPOCTOMUYECKYIO TPYOKY BOJIOM U MPUCOCTUHUTD
MPUCIIOCOOJICHUS JJIs1 KOPMIICHUS.
OTMETHUTD B JIMCTE MUTAHUS BPEeMsI Hayaia U OKOHYAHHS KOPMIJICHHSI, BBEICHHBIN
00beM U BUJ IUTaHUS (BpEMsI KOPMIIEHHS JOJKHO ObITh HE MeHee 20 MUHYT).
[Toce KopMIIEHUSI TPOMBITH TACTPOCTOMHYECKYIO TpyOKy 20-40 M Boasl (y aerei
10 1 roga — 10 mut) 1 3aKphITH €e.

6.2.2.4. 3aBepuieHue nMpoueaypbl
CHuMUTE epYaTKu U BBIOPOCHTE UX B «TPA3HBIN JTOTOK.
[ToxBanute pebeHka 1nocie npoueaypsbl, H00IaroJapure poauTeNeH.
[Tonnpocute pebeHka cecTh W MOHAONIOAANTE 32 HUM U 3a 00JACTBIO CTOMBI Ha
npeaMeT NOATEKaHUs B TEUEHHUE MoIyyaca I0Cje 3aMEHBI.

6.2.3 TexHuKa 1 Npoueaypa 3aMeHbl 0AJJIOHHOW IracTPOCTOMBI

6.2.3.1. OcHauenue:

® HOBas raCTPOCTOMHUYECKask TPyOKa Hy»KHOTO pa3Mepa U THIIa;
HINPUIBI 110 5 MIT ¢ HocukoM Tuna Jlyep (kak aJis B/B BBeI€HUS) — 3 IIT.;
reyib-TyOpUKaHT Ha BOJHOM OCHOBE — | TIOOWK;
mnpul 1o 20 M ¢ HocukoM tuna JKane — 1 mr.;
YUCTas BOJAa KOMHATHOW TeMIlepaTyphl (KUIsTYeHas, AMCTUIUTMPOBAHHAS
WM 17151 UHBEKLUN) U1 3an0JIHeHus 0amioHa — 20 mut;
YUCTas KUTITYeHas BOJa I TPOMbBIBaHMsS TPYyOKH mociie 3aMmeHbl — 200 mit;
CTEpUJIbHBIE OJTHOPA30BBIBE MepyYaTKu — | mapa;
KOXHBIN 0€CCIUPTOBOM aHTUCENITUK B BUE crpes — | ¢uakon;
CTEpUWJIbHBIE MapJieBbie TaMIIOHBI / canderku — 10 mT;
«YUCTBIN» TOTOK — 1 1IT.;
«TPA3HBII JTOTOK — | MT.;
OJIHOpa30Basi BIUTHIBAIOIIAS MeJieHKa — | 1IT.;
U3MEpUTENIb BBICOTHI CTOMBI (B Clydyae 3aMEHbl Ha HHU3KOMPOQUIbHYIO
ractpoctomy) — | mt;
® MHOTOpa30BbIe YAJIMHUTENN AJI1 HU3KOMPO(UIBHOM racTpOCTOMBI (€Ciii OHA

UCIIOJIB3YETCs AJIsl 3aMEHbI) — | 1IIT;
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e Habop TpyOOK pa3HOro AMAaMETpa U BBICOTHI (€CIH MPeaIoaraeTcs 3aMeHa
Ha JApYroi JUaMeTp UK BBICOTY).

6.2.3.2. [loaroroBka K npoueaype

[ToaroToBhTe pojuTeneil M pedbeHKa K Mpoleaype 3aMeHbl TPyOKH 3apaHee C
JEMOHCTpallMe! H TMOJAPOOHBIM OOBSCHEHHEM Bcex MmaroB. Jlns pebOeHka
JIOTIOJIHUTENBHO HCIIOJB3YUTE WUIPOBBIE MPUEMBI, €CIM HYKHO — IpPHUBIICKANTE
UTPOBOTO TepareBTa / BOCIUTATEIS.

3apaHee OLEHUTE, TPOU3OILLIN JIM U3MEHEHHUS B pOCTE U Bece narueHTa. Ecim na —
pemuTe, HYXKHO JIM 3aMEHMTh Ha TpyOKy Oombinero amamerpa. B ciyuae
UCIIOJIb30BaHUSl HU3KOMPO(PUIBbHOW OaNIOHHONW TacTPOCTOMHYECKONW TPYOKH —
MOJATOTOBBTE U3MEPUTEND BBICOTHI TACTPOCTOMUYECKOTO OTBEPCTHS.

Jlydmee Bpems AJid 3aMEHBI TaCTPOCTOMBI — Yepe3 3-4 yaca nmociie nmpuemMa muiim.
[ToaroToBbsTE BECh HEOOXOAUMBIA HHBEHTAPh, KOMHATY M MECTO JJIS 3aMEHBI.
VYnoxurte peGeHKa TOPU30HTAIBHO HAa OJHOPA30BYIO BIMTHIBAIOLIYIO IEJIEHKY,
pasroBapuBaiiTeé ¢ HHUM, OOBSCHSNTE Bce, 4TO MpoucxoauT. Ponurenu Bcerna
JOJKHBI HAXOJUTBHCS PSIIOM C pEOCHKOM.

6.2.3.3. BoinoJjiHeHune npoueaypbl

BoiMoiiTe pyku, 00paboTaiiTe MX KOXKHBIM QHTHUCENTHKOM, JalTe€ MPOCOXHYTH,
HAJICHbTE CTEPUJIbHBIC IEPUYATKH.

[TpoBepbTe paboTy OasioHa Yy HOBOM racCTpOCTOMUYECKONW TPYyOKH (IPUCOETUHUTE
HIIPHUI] ¢ 5 MJ YUCTOM BOJABI K COOTBETCTBYIOIIEMY MOPTY, 3alOJIHUTE OaJLIOH,
IIPOBEPHTE BU3YAJIBHO €r0 LEIOCTHOCTh, MOJTHOCTBIO M3BJIEKUTE BOAY OOpAaTHO B
HITTPUIL] ¥ TIOJIOKUTE MITIPHUIL B «YUCTHIN JIOTOK).

Ecnu HeoOX0AMMO U3MEPUTH BBICOTY CTOMBI — BO3bMUTE U3MEPUTENb, BCTABHTE €T0
B OTBEPCTHE CTOMBI, 3alOJHUTE OAUIOH HA U3MEpUTENe, TPUCOECIUHUB IIMNPULL C
BOJAOW U BBeAS OO0BEM COIJIAaCHO HWHCTPYKUUU TPOU3ZBOAUTENS, MOTSHUTE
U3MEPUTEIIb 10 yropa Ha ce0si. OLeHuTe BHICOTY CTOMBI, IOTOM U3BJIEKUTE BOY U3
0aJuIOHa ¢ IOMOIIBIO TOTO K€ LIMPUIIA U U3MEPUTENb U3 CTOMBI, IIOJIOKUTE BCE B
«TPSI3HBINY JIOTOK. BhIcOTa HOBOM HU3KOMPO(PUIHHOM raCTPOCTOMUYECKON TPYOKH
paBHa BeICOTE CTOMBI IUTtOC 0,5 CM.

Bo3pmuTe HOBYIO OaTIOHHYIO TPYyOKYy, CMaxbTe 00JIaCTh Oa/IoHA U BBIXOJHOTO
oTJIesa JIyOpUKAHTOM, MOJIOKUTE HOBYIO TPYOKY B «UHCTHII JIOTOK.

OO6paboTaiiTe cTapyro racCTpOCTOMUUYECKYIO TPYOKY M 00J1aCTh CTOMBI CTEPUIIBHBIM
MapJIeBbIM TAMIIOHOM C KOKHBIM aHTUCENTUKOM, 3aT€M MPOCYIIUTE CTEPUIIbHBIM
MapJIeBbIM TaMIIOHOM; BEIOPOCHTE MapJieBble TAMIIOHBI B JIOTOK.

VYnanutre Boxy M3 OajioHa CTapod TacTPOCTOMHYECKOW TPYOKH, MPUCOEAUHHUB
HIIPHUILL S MJT K TOPTY OajuioHa U NOTSIHYB MOPIIEHb TaK, YTOObI )KUAKOCTbH MOLLIA B
HITPUI, BBUIEHTE >KUAKOCTh M3 OajyioHa B «TPs3HBI» JOTOK. CTapaiiTech He
HAJaBJIMBATh MIPU 3TOM Ha )KUBOT pedeHka. I[IpoBepbTe, BCs M KUAKOCTH yaajieHa
u3 OajuioHa, TMOBTOPHO MPUCOEAVMHUB IMpHIl. [loJOKHUTE MIMNpPUIT B «TPS3HBIN
JIOTOK.

AKKypaTHO, MEIJICHHO U3BJIEKUTE CTAPYI0 raCTPOCTOMUYECKYIO TPYOKY, MOJIOKUTE
€€ B «TPA3HBIN» JOTOK.
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BbrICTpO BO3bMUTE HOBYIO TPYOKY, CMa3aHHYIO JIyOpPUKaHTOM, aKKypaTHO BCTaBbTE
€€ B OTBEPCTHE CTOMBI.
AKKypaTHO, HE HaJaBJIMBasi, MPUAECPKUBasi OAHOW PYKOH HOBYIO TPYOKY (4TOOBI
OHAa HE BBIIUIA M3 CTOMBI), BO3BMUTE BTOPOWM PYKOH IINPHUL C YUCTOM BOAOWU U
3aMoJIHUTE OAJIJIOH HOBOM TPYOKH /10 HYKHOTO 00bema.
[TpoBepbTe, pacKpbUICs JU OAIJIOH, MOTSHYB TaCTPOCTOMHUYECKYIO TpYyOKy Ha celst
710 yIopa, 4TOObI MOYYBCTBOBATh, KaK OAJIJIOH YIUPAETCS B MEPEIHIOI OPIOIIHYIO
CTEHKY peOeHKa.
[Tporpure TpyOKy H KOXy peOEHKa MapJieBbIM TaMIOHOM C KOYKHBIM
aHTHCENITUKOM, BBIOPOCHTE B «TPSI3HBII JIOTOK; 3aT€M MPOCYIIUTE MapJeBbIM
TaMIIOHOM U BBIOPOCBHTE €T0 B «TIPSA3HBIIN JOTOK.
Omnycrute HapyX HbIH (QuUKcaTOp (OrpaHUYMUTENh) FACTPOCTOMUYECKON TPYOKH Ha
Beicoty 0,3-0,5 cM Haxg ypoBHEM KOXHM (€CIM YCTAaHOBJEHA JIJIMHHAs
racTpoCTOMHYECKasi TPyOKa).
[Ipucoenuuure mmpu tuna JKaHe K cnenuaibHOMY OPTY Ha raCTPOCTOMUYECKON
TpyOKe, MOTSHUTE MOpPIIEHb Ha ce0s, MPOBEPUB CTOSIHHME TPYOKHM K TOJY4YHB
HEOOJIbIIIOE KOJMYECTBO JKEIYJIOYHOro coaepxumoro. Ilpu HeoOxoaummoctu —
IIPOBEPHTE COJAEPKUMOE Ha KUCIOTHOCTh C IOMOIIBIO JIJAKMYCOBOU OyMaru. 3arem
MEJJIEHHO ITPOMOMTE TPYOKY YMCTON KUIsTYeHOU BoAor 20 MJT.
Ecnu ucnonb3yercss HU3KONpO(HIIbHAasS TacTpOCTOMHYECKas TpyOka, TO Ui
IPOMBIBaHHUSI HEOOXOAMMO NPHUCOEAMHUTH 3apaHee 3allOJIHEHHBIM KHUIISTYEHOM
BOJIOW YJJIMHUTENb, 4 IOCIE MPOMBIBAHUS — OTCOCAUHUTH €r0 U IOJOXHUTH B
YUCTBIN JIOTOK JUISl TaJbHENUIIETO UCIIOJIb30BAHUS.

6.2.3.4. 3aBepuieHne npoueaypbl
CHuMUTE epYaTKH U BBIOPOCHTE UX B «TPA3HBIN JTOTOK.
[ToxBanute pebeHKa MOCIIE MPOIIETY P, TOOIATOJAPUTE POIUTETICH.
[Tormpocute pebeHka cecTh U MOHAOIIOAANTE 3a HUM M 3a 00JacThIO CTOMBI Ha
IpeaMET NMOATEKAaHUs B TEYEHHUE MoJIydaca Mocje 3aMeHbI.
Cpemaiite 3anmuch B MEOULMHCKOM JOKYMEHTAIMM O MPOLEAYpPE 3aMEHbI H
OTCYTCTBUU/HAJIMYUU OCJIOKHEHUN C YKa3aHUEM J1aTbl, BPEMEHHU, XapaKTEPUCTUK
YCTaHOBJICHHOU TPYyOKH (MPOU3BOAUTENB, TUAMETP, BHICOTA, YEM HAIOIHEH 0alIOH
U B KAKOM 00bEME, KaKOM JTyOpUKaHT UCTIOIb30BAJICS, OMUCAHUE OTBEPCTHS CTOMBI),
a TaKKe XapaKTepUCTHK CTapod TpyOKH (LIEJIOCTHOCTh U LBET TPYOKH U OajioHa,
00BbEM M IIBET HM3BJICUYECHHOM >KUIKOCTH); PEKOMEHJALMU MO JaTe ClexyroIen
3aMeHbI TPYOKH.

6.2.4. Texnuka u mpoueaypa 3aMeHbl BOAbI B 0aJ1JI0HE
racTpoOCTOMUYECKON TPYOKH (IJIMHHOM U HU3KONPO(UIBLHOI)
(mpoBOAUTCH e:KeHeleTbHO).
6.2.4.1. OcHamenue:
e IpHIbl IO 5 M ¢ HOcukoM Tuna Jlyep (kak 115 B/B BB€ACHUs) — 2 IIIT.;
® YycTas BOJa KOMHATHOW TeMIepaTyphl (KUISTYeHas, AUCTUIUIMPOBAHHAs
WJIU JUTSI MHBEKIIMI) 171 3aI0JTHeHUs Oayutona — 20 Mit;
e HeCTEepWIbHbIE OJTHOPA30BbIBE NIEpUaTKU — | mapa;
® KOXKHBII OeccIUpPTOBOM aHTUCENTUK B BUJE cipest — 1 ¢diakoH;
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CTepUJIbHBIE MapJieBble TaMIOHbI / candeTrku — 10 mIT;
«YHUCTBII» JIOTOK — 1 mT.;

«TPSA3HBIID JTOTOK — 1 mT.;

OJTHOpa30Bas BIUTHIBAIOIIAS MEeHKa — | mIT.;

6.2.4.2. IloaroToBKa K npoieaype

[IpounTaiiTe MHCTPYKIMIO MPOU3BOAUTEIS TACTPOCTOMUYECKON TPYOKH, KOTOpas B
HACTOSIIIIEE BpeMsi yCTaHOBJIEHAa Yy peOeHKa, YToObl OMpEeAeNUThCA C
PEKOMEHJIlyeMbIM ¥ MaKCHUMaJIbHO BO3MOXXHBIM OOBEMOM JKMJIKOCTH  JIJIs
HarnoysiHeHus1 Oaiona. IlpeBbillieHHe 0Obema BBIIE MAaKCUMAJbHOTO BEAET K
HapYILIEHUIO 1IEIOCTHOCTU OalsioHa.

[Ipoananu3upyiiTe COOTBETCTBHE BO3pacTa peOCHKa PEKOMEHAyeMOMY OOBEMY,
yTOOBl 00BEM OajyIoHa HE JOCTaBIS IUCKOMGOPT pPeOCHKY IMOcie KOPMIICHHS.
Ecnu ecth moaTekaHue COAEPKUMOIO KETyJIKa U3 CTOMBI — pEelIuTe, A0 KaKOoro
o0beMa MaKCMMaJbHO MOXHO YBEJIMYHUThH HAIOJHEHUE OarioHa, 4yTOObI CO3/ATh
OOJIBIIYI0 T€PMETUYHOCTb.

Bo3pacTHble 0cOOEHHOCTH HanoJHEeHUs OaiioHa: ety A0 1 roga — 3 miul, JeTu oT 3
1o 6 jet — 4 M, crapiie 7 JIeT — 5 MIL

[ToaroToBbTe poauTene U pedeHKa K MPOLeAype 3aMEHbI BOJbI B OaJLTIOHE 3apaHee
C JEMOHCTpauue u moapoOHBIM OOBACHEHHWEM Bcex MmaroB. [lins pebeHka
JIOTIOJIHUTENBHO HCIIOJIB3YUTE WUIPOBBIE MPUEMBI, €CIM HYXKHO — IPHUBIICKANTE
UTPOBOTO TEpareBTa / BOCIUTATEIIS.

OdyeHb BaXKHO HAYYUTh POAUTENICH MEHITh BOJIy B OQJIJIOHE CAaMOCTOSITEIBHO.
OOBbsiCHUTE pOAMUTENSIM, YTO HYXKHO JieJlaTh, €Cld OaJJIoOH JIOMHYJT H
racTpoCTOMHYECKasi TpyOKa BBINIA: B3SATh 3alacHylo (OHA JOJDKHA OBITh Yy
poaMTeNneil Bceraa) U HE3aMEIJIMTENIbHO CaMOCTOSITENIbHO MPOBECTH 3aMEHY Ha
HOBYIO, UTOOBI HE 3aKpbUIOCh OTBEPCTHE CTOMBI. ECIIM HET racTpOCTOMHUYECKOM
TPpyOKH — MOKHO BPEMEHHO BCTaBUTH kKaterep DoJiest i Ha30racTpaibHBIN 30H]1
CXOJIHOTO TUaMETpa, 3a(UKCUPOBAB UX IJIACTHIPEM.

Jlyumee Bpemst Ui 3aMeHbI BOJIbI B OasioHe — uepes3 3-4 yaca rnocsie npuemMa Mnuiiy.
[ToaroroBbTe Bech HEOOXOIUMBIN HHBEHTAPh, KOMHATY U MECTO JJIsl 3aMEHBI BOJIbI
B OajutoHe.

VYnoxute pebeHKa TOpU30HTAILHO HAa OJHOPA30BYHO BIUTHIBAIOIIYIO TMEJICHKY,
pasroBapuBaiTe C HHUM, OOBSCHSMTE BCE, YTO mpoucxoauT. Pomurenu Bcerna
JOJDKHBI HAXOJUTHCS PAJIOM C pEOSHKOM.

6.2.4.3. BbinoJjiHeHne NpoLeypbl

BreiMoiiTe pykn, 00paboTaiiTe WX KOXXHBIM QHTHUCENTHKOM, JalTE€ MPOCOXHYTH,
HaJICHbTE MEePUYATKHU.

OOpaboTaiiTe TacTPOCTOMHUYECKYI0 TPYOKy © 001acTh CTOMBI CTEPUIIBLHBIM
MapJIeBbIM TAMIIOHOM C KOKHBIM aHTHUCENTHKOM, 3aTE€M MPOCYIIUTE CTEPUIbHBIM
MapJIeBbIM TaMIIOHOM; BRIOPOCHTE MapJieBble TAMIIOHBI B «TPSI3HBIN» JTOTOK.

VY nanute Bogy U3 OalsioHa raCTPOCTOMUYECKOUN TPYOKH, TPUCOECTUHUB IIIPHUIL 5 MJT
K MOpTy OajljloHAa W TMOTSHYB MOPIICHb TaK, YTOOBI KUIKOCTH IMOIILIA B IIIPHII,
BBUJIEHTE )KUAKOCTh U3 Oa/UIOHA B «TPA3HBINY JTIOTOK. CTapaliTech HE HaJlaBJIMBATh
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IpY ATOM Ha KUBOT peOeHka. [IpoBepbTe, BCS JIM KUAKOCTH yAalleHa U3 OajioHa,
MOBTOPHO MPUCOEIUHUB MINPULL. [10J10KKTE MITPULL B «TPSI3HBINY» JTOTOK.
AKKypaTHO, HE HaJaBlIMBas, MPHUACPKUBAasA OJHONM PYKOM IacTPOCTOMHYECKYIO
TpyOKy (4TOOBI OHA HE BHIILIA U3 CTOMBI), BO3bMUTE BTOPOU PYKOU IIMPHUI] C YACTON
BOJIOW 1 3amoJHUTE OaJJIOH HOBOM TPYyOKH 0 HY>)KHOTO 00bema.
[TpoBepbTe, pacKpbUIcs JU OAJJIOH, MOTSHYB raCTPOCTOMUYECKYIO TPYOKY Ha ceOs
710 YIiopa, 4TOObl MOYYBCTBOBATh, KaK OAJIJIOH YNHpPAETCs B MEPEIHIOI0 OPIOIIHY O
CTEHKY peOeHKa.
[Ipotpute TpyOKy U KOXy peOeHKa MapiieBbIM TaMIIOHOM C KOXHBIM
AHTUCENTUKOM, BBIOPOCHTE B «IPS3HBIN» JIOTOK; 3aT€M MPOCYIIUTE MapJieBbIM
TaMIIOHOM M BBIOPOCHTE €T0 B «TPSI3HBIIN JTOTOK.
[Ipucoenuuure mmpuil Tuna JKaHe K cnenuaibHOMY OPTY Ha FaCTPOCTOMUYECKON
TpyOKe, MOTSHYTh MOpIIEHb Ha ce0s, MPOBEPUB CTOSIHHME TPYOKH W TMOJIY4YUB
HEOOJIbIIIOE KOJMYECTBO JKEIYJIOYHOro coaepxumoro. Ilpu HeoOxoaummoctu —
IIPOBEPHTE COJAEPKUMOE Ha KHUCIOTHOCTh C TOMOIIBIO JIAKMYCOBOW OyMaru. 3arem
MEJIEHHO MTPOMOMTE TPYOKY YMCTOM KUIISTYeHOU BoAOK 20 MIL
Ecnu ucnonb3yercss HU3KONpO(HIIbHAas TacTpOCTOMHYECKas TpyOka, TO Ui
IPOMBIBAHHUSI HEOOXOJIMMO MPHUCOCIMHUTH 3apaHee 3alOoJHEHHBIA KUISTYEHOU
BOJOW YHJIMHUTEb, a MOCIE MPOMBIBAHUS — OTCOCAUHUTH €r0 U TMOJOXHTh B
«YHUCTBIN» JOTOK JUISl JAJTbHEUIIEr0 UCITOIb30BaHMUS.

6.2.4.4. 3aBepuieHne nNpoueaypbl
CHUMHTE NTepYATKU U BEIOPOCHTE X B «TPA3HBIN JIOTOK.
[ToxBanute pebeHka 1nocie npoueaypsbl, H00IaroJapuTe poauTene.
[Tonnpocute pebeHka cecTh W MOHAONIOAANTE 32 HUM U 3a 00JACTBIO CTOMBI Ha
IIPEAMET MOATEKAHNS B TEUEHHUE T0JIydaca I10Ccje 3aMEHBI.
CnemnaiiTe 3anuCh B MEIULIMHCKOM IOKYMEHTALIUK O 3aMEHE BOJbI B OAJUIOHE (J1aTa,
BpeMs, OObEM M LIBET W3BJICUYEHHOW >KUIKOCTH, OOBEM W XapakTep BBEICHHOMU
JKHUJIKOCTH).
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/. Bb10Op ¥ HCIOJIb30BaAHNE NUTATEIbHBIX cMeceil
7.1. Buabsl nUTATEJIABLHBIX CMecel

CyuiecTByeT HECKOJIBKO BUIOB aIalITUPOBAHHBIX MOJIOYHBIX cMecei 1151 AeTei

MePBOro roja »KNU3HU:

- IS IETEeU MEePBBIX S—6 MECSIEB KU3HU - «KHAYATIbHbBIC» WU «CTAPTOBBIE» CMECH;

- I IE€TE€W BTOPOTO MOJYTOAUS KU3HU - KIOCIEIYIOIINE» CMECH;

- cmecu oT «0 mo 12 mecsiueB» MOTYyT NMPUMEHSTHCS Ha MPOTSKEHUH BCETO

MEPBOTO TOjIa )KU3HU peOCHKA.

Bribop cmecu s BckapmiiMBaHUST peOCHKA TEpPBOTO ToJa KU3HH,
MOJYYalIIero MaUIMaTUBHYIO TOMOINb, OTHOCUTCSI K KOMIETEHIMH Bpaya-
neauarpa. /lpu 6vibope cmecu yUUTHIBAIOTCS Clieayromue (GakTophl:

- CmeneHb aoanmuposanHHocmuy CMECH, TO €CTh MPUOIMKEHHOCTH €€ COCTaBa K
TPYJHOMY >KEHCKOMY MOJIOKY. UeM MeHbIIe BO3pacT peOeHKa, TeM B OOJIbIIeH
CTETIEHH OH HYXJAeTCsd B MAaKCUMAJIbHO aJIallTUPOBAHHBIX CMECSIX. ITO
«CTapTOBBIE» WJIM «HAYAJIBHBIE» - CMECH, IPEAHA3HAUYECHHBIE 11 feTer ot 0 1o
5-6 Mecs1eB )KU3HU. B mepBOM MOIyro/Iny *KU3HU MOKHO MCIOJIb30BaTh CMECU
«ot 0 1o 12 mec.», a ¢ 5-6 Mec. Ha3HAYAIOTCS «MOCIEAYIOMNE» (HOPMYJIbI;
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-  DyukyuoHanbHoe  COCMosAHUE  JHCETYOOUHO-KUuleuHo2o  mpakma  (IpH
HapylII€HUU TMPOIECCOB KHIIEYHOTO BCACHIBAHUS BO3MOXKHO Ha3HAUYEHUE
Je4eOHBIX CTEIUATU3UPOBAHHBIX CMECEH I SHTEPAIILHOTO MMUTaHUA);

- Huousuoyanvnas nepenocumocms CcMecH. B meauaTpuyeckoi MpakTHUKE
MepBOHAYANIbHBIA BBIOOP CMECH 00s13aTE€IbHO KOPPEKTUPYETCS B 3aBUCUMOCTHU
OT TOTO, KaK PeOCHOK MEPEHOCHUT HA3HAYCHHYIO CMECh (BO3MOKHBI CPHITUBAHUSA,
pBOTA, ChIK, OTKAa3 OT MHUILA, METEOPU3M) U KaK OH BBIOUPAET CMECh IO CBOEMY

BKYCY.

Cnennaau3MpoBaHHbIE CMECH JJIS1 IHTEPAJbHOI0 NMUTAHMA MOAPAAECIAIOTCS
Ha:

- cmauoapmHbsie — TOJIUMEPHbIE, HA OCHOBE MOJIOYHBIX OEIKOB - Ka3euHa W/WiH
OeJika MOJIOUHOM CHIBOPOTKH;

- nonysnemMeHmuble — Ha OCHOBE TMIPOJIM3aTOB O€IKa;

- CneyuanrbHo20  HA3HaAYeHusi —  UMMYHOMOJIYJIMPYIOIIME,  METa00IMYECKH
OPUEHTUPOBAHHEIE.

Ocoboe BHHUMaHHME CIEQyeT oOpalmaTh Ha 803pacmmuvie 02pAHUYeHUsl B
MPUMEHEHUHU CMECEN NI PHTEPAIBHOTO MUTAHUS, TaK KaK OOJBIIMHCTBO M3 HUX
MPUMEHAIOTCS I neted crapmie | roma sku3uu. Kpome Toro, cmecn s
SHTEPAIIBHOTO TMHTAHUS C TMPAKTHYECKOM TOUYKM 3pEHUS MOJPA3ACISAIOTCA 8
coOOmeemcmeul ¢ Ux KOHCUcCmeHyueu Ha:

- CyXHue;

- )KUJKHE.

Croco® NpUTOTOBIIEHUS, a TaKXKE€ HCIONb30BAHUA CYXUX U KUIKUX CMeEceu
HECKOJIbKO Pa3JINYaeTCHl.

7. 2. TexHuka pa3BeeHHs1 CyX0il NMTATEIbHOH CMecH
OcHamenue:
- 0aHKa C CyXOW CMEChIO JIs1 SHTEPAIIBHOIO MMUTAHUS;
- yucTas NUTheBas BojAa (OyTUIMpOBAHHAS WM NPEIBAPUTEIBHO KUIISYEHAs U
OXJIKJICHHAS ),
- 4YHCTasl MOCyJa WM €MKOCTh /Il MPUTOTOBJIEHHS CMecel (KelaTreabHO —
rpaayupOBaHHAs );
- MEpHas JIO’)KKa U3 YIIaKOBKH C INTAaHHUEM,;
- YUCTasl JOXKKA JUIS IEPEMEIINBAHUS CMECH;
- €MKOCTb JUII KOPMJIEHHUS (€ClI MUTaHWE Pa3BOAUTCS HEMOCPEICTBEHHO NEpEN
KOPMJICHHEM ) JTMOO €MKOCTh JIJIsl XpaHEHU (€CIM MUTaHUE Pa3BOJIUTCS 3apaHee).
BrinosiHeHue npoueaypbl:
1). Beimoiite pyku.
2). Ucnionw3ys Tabnuily no3upoBaHus (CM. Ha OAaHKE), ONpEAEIUTe HEOOX0IUMOE
KOJIMYECTBO BOJBI U CYXOU CMECH.
3). OT™MepbTEe paccUUTaHHOE KOJMYECTBO BOJBlI U HAJEUTE B YHUCTYIO MOCYy WU
€MKOCTh (yJ1I00HEE, €CJIM OHA MPOTrPayupoOBaHa B MUJUIHIIUTPAX ).
4). OTMepbTe pacCUYUTAHHOE KOJIMYECTBO CYXOW CMECH, MCIOJb3ys JJISi ATOrO
MEPHYIO0 JIOKKY, MpUIaraeMyro K 0aHKe ¢ TUTaHUEM.
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5). lob6aBbTe Cyxyr0 CMECh B BOJY M TIIATEIHHO MEpeMeEIIaiTe Ipyron J0KKOH 10
MOJTyYEHUSI OJTHOPOIHOM KUIKOCTH 0€3 KOMOUYKOB.

6). T'oToByro cMmech MO0 WCIOIB3YHTE HEMEMNICHHO, 0O XpaHHUTE B
XOJIOAWJIBHUKE, HO HE OoJiee 24 4yacoB (3TO MEHEE KeJIaTeIbHbIA BapUaHT, YeM
IIPUTOTOBJIEHHE CMECH HETOCPEACTBEHHO MEPE] KOPMIICHUEM).

7). Ecnu BbIOpaH BapHAHT € HeMeAJCHHbIM BBeJAEHMEM CMeCH, TO OTKpOMTe
KPBIIIKY €MKOCTH JJIs KOPMJICHUS, HE KacasCh BHYTPEHHEH CTOPOHBI KPBIIIKH.
Hamnelite TOTOBYIO CMECh B €MKOCTh [JIsi KOPMJICHMSI W BBEOUTE MUTAHUE
HEMEJUICHHO TEeM CIOocOOOM, KOTOpBbIA Ha3HaueH BpadoM. EMKocTh uis
HEIMPEPHIBHOTO KAMEJIbHOI0 KOPMIJICHHS Ye€pe3 Ha30raCTPaJIbHbIN 30H1 MOXKET OBbITh
MOJIBEIICHA Ha IITAaTUBE MPU KOMHATHOM TeMIiepaType Ha Cpok He Oojee 4 4acos.
[Ipexne 4yeMm 3amoJIHUTh €MKOCTh HOBOM MOPLMEN MHUTAHUS, BBIMONTE M 3aTEM
OTIOJIOCHUTE €€ YHMCTOM (HE BOJOMPOBOIHON) BOJIOM.

8). Ecnu BbIOpaH BapHaHT ¢ XpaHEHUEM CMeCH B XOJIOJAWJIbHUKE, TO IepereiTe
Pa3BEIEHHYIO CMEChb B YHCTYK) E€MKOCTh [JIi XPAHCHHWs, 3aKPOMUTE KPBIIIKOU
(mpoOKoil) W HakKJEHUTe 3TUKETKY C yKa3aHueM (paMuiauu OOJIbHOrO, AATOW H
BPEMEHEM MPUTOTOBJICHUS (€CIIM 3HTEpPAIbHOE MUTAHHUE MPOBOIAUTCS B YCIOBHSX
CTaIMoOHapa).

9). PacnieyaTanHble OaHKU C CyXOil CMECBIO CIIEIyET XPAaHUTh B CYXOM MPOXJIaTHOM
Mecte. Kaxaplii pa3 mociae HCHoJIb30BaHUS HEOOXOAMMO IUIOTHO 3aKpbIBaTh
KpBILKY. MepHas J0XKa, K pydKe KOTOpPOM YX€ IpUKACAINUCh, HE JOJDKHA
XpaHUTBCS BHYTpU OaHKU ¢ cyXuM nurtaHueM. Mcnons3yiite cogepxumoe OaHKU B
TeueHue 4 Henenb. He nenonp3yiTe NTUTaHUE MOCIE UCTEYEHHS CPOKA XPAHEHHUS.

7.3. Texnuka BBeIeHUS JKUJIKUX CMecei

OcHamenue:

- KUJKO€ MUTAHUE B TOTOBOW YITAKOBKE;

- €MKOCTb JIJI1 KOPMJICHHS.
BoinosiHeHue Npoueayphbl:
1). BemotiiTe pykHw.
2). B306onraiiTe cogep:xumoe OaHKHU JJIs1 IEpEMEIIUBaHUS COAEPKUMOTO.
3). IIpexne yem OTKpBITH OaHKY, OMIOJIOCHUTE €€ KPBIIIKY C HApYy>KHOM CTOPOHBI
ropsiueil Bojoil. MIMeroTcs peKoMeHauuyu NpOoTUpaTh KPBIIKY OaHKU CIHUPTOM
Iepe1 TEM, KaK BCKPHIBATh €€.
4). OTKpoOiTE KpBIUIKY €MKOCTH IS KOPMIICHHS, HE KacasiCb €€ BHYTPEHHEH
CTOPOHBI.
5). Beuieiite conepkumoe OaHKHA B eMKOCTh JIJIsl KOpMIIeHHs. HakieiTe STUKETKY C
yKkazaHueM (aMuiiuu O0JBHOTO, 1aTON U BPEMEHEM PUTOTOBJICHHUSI.
6). BBemutre nuTaHne HeMemJeHHO. Ecnu mamueHT mMnojaydaer HEenpepbIBHOE
KalelabHOE BBEICHHE CMECH 4Yepe3 Ha30raCTPAIbHBIM 30HI, TO €MKOCTb IS
KOPMJICHHSI TIPY KOMHATHOW TeMIepaType MOXET ObITh MOJBELIEHA HAa CPOK He
oosee 4 uacoB. lIpexae ueMm 3amodHUTL €MKOCTh HOBOW TMOpIMEH MUTaHWUS,
OIIOJIOCHUTE €€ YUCTOM, HE BOAOIIPOBOIHOM, BOJIOM.
7). OTKpbITbIE OaHKM C HEUCIOJb30BAaHHBIM IHUTAHUEM 3aKPOMTE KPBIIIKOM,
MPOMApKUpPYHTE W XpaHUTE B XOJOAWIbHMKE. Ha STHKETKe OTKpHITONH OaHKH
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CIIelyeT yKa3aTb JaTy U BpeMs €€ BCKpbITHA. lIuTaHue, HE MCHOIB30BAHHOE B
TeueHue 24 4acoB, clieyeT BEIOPOCUTb.

8). 3ameyatanHble OAHKU XpaHUTE NP KOMHATHOM TemmepaType. He ucnomns3yiite
IIATAHUE TI0CIIE NCTEUYECHUS CPOKA XPAHEHUS.

7.4. TexHuKa BBeleHUsI TOTOBOI0 MUTAHUSA B repMETHYHON yIIaKOBKe
OcHauienue:
- TEPMETUYHBIE MELIKN C TOTOBBIM CTEPUJIBHBIM JKHJIKUM ITUTaHUEM;
- CHCTEMa ISl BBEJICHUS [IUTATEIIbHON CMECH.
BeinosiHeHue npoueaypsbI:
1). Beimoiite pyku.
2). DOHepruyHo B30OJdTaliTe coaepkUMOe OaHKM Uil MEepEeMEIIMBaHMS
COJIEP>KUMOTO.
3). Hakuielite 3TUKETKY Ha KOHTEMHEP U CUCTEMY BBEICHHS C YKa3aHUEM (paMuInu
OO0JILHOTO, JaTOM W BpPEMEHEM, Korja ObUl MOABEHIEH MENIOK C MUTATEJIbHOU
CMECBIO.
4). 3akpoiiTe poJIMKOBBIA (PUKCATOP HA CUCTEME BBEICHHUS.
5). BHOBb BBIMOMTE PYKH.
6). OTopBUTE SA3BIYOK C 00JIACTH, I€ PACTIONOKEH MOPT, UK CHUMHUTE 3aIUTHBIN
KoJImavyok. He kacaitech CTEP>KHEBOTO MOPTA.
7). CoenuHUTE CTEP)KHEBOM MOPT MEIIKa C MUTATEIbHOM CMECBIO C CHUCTEMOMU
BBEJICHHUSL, JUIS1 YETO:
- CHUMMTE 3alIUTHBIA KOJIIAYOK CO CTEPKHEBOTO KOHYMKA CHCTEMBI BBEIICHHUS U
IIOpTa MEIIKA;
- BO3BMHTE CTEp>KE€Hb HIDKE (JaHIa, HE KacasiCh CTEpXKHS WM BHYTPEHHEH
IIOBEPXHOCTH NOPTA pPyKaMH WX MaJbLaAMU;
- BBEJIUTE CTEP)KEHb B MOPT 10 MPEIEIa, MPOTAIKMBAS U BKpyuuBas ero. CTepKeHb
JIOJKEH MOJHOCTHhIO BOWTH B CTEPKHEBOM MOPT (KOPPEKTUPYHTE CBOU JACHCTBUS B
COOTBETCTBUM C MHCTPYKLHUEN TPOU3BOAUTEIIA).
8). IloBechTe MENIOK HA IITATUB JIsl BBEJEHUSI PACTBOPOB.
9). Memok u cuctema BBEJIEHHUS MOTYT OCTaBaThCA B TAKOM TOJIO)KEHUH B TEUCHUE
24-48 4yacoB, B COOTBETCTBMM C YKa3aHMSIMH TpousBoguTensi. [lo wmcreueHun
OTBEJIEHHOI'O BpPEMEHM MEIIOK, CHCTEMY BBEICHHS M HEHUCHOJb30BAHHYIO
NUTATEIbHYI0 CMEChH CIIEAYET BHIOPOCHUTD.

7.5. BBegeHnune 30H10BOI0 MUTAHUS

IIpoBepka NpaBUJILHOCTH YCTAHOBKH 30H1a. Hanbosee yacto mpuMeHsIeMbIM Ha
MPAKTUKE SIBJISETCS METOJ ayCKyJIbTallMU OPIOIIHOW TOJIOCTH TIOCTE BBEICHUS
BO3/1yXa B 30H]I (CM. ONMCAHUE YCTAHOBKH HA30TaCTPAIILHOTO 30H/A).

CxopocTh BBe/leHUsI MUTATEJIbLHbIX CMeceil B HayaJie Kypca

B nauane kypca 3HTEpaJIbHOTO MUTAHUS CMECH MOKHO BBOJUTH B HEOOXOJAMMOM
KOHIICHTPAIIMU, HO C OCTOPOKHOCTHIO M MaJIbIMH OObeMaMH. B3pocibiM TsKemno
OOJILHBIM ITallMEHTAM IIMTAaHUE CHadajia BBOIAT B o0beme 20-40 mu1 B dac. Y
OOJIbHBIX, HAXOSIIUXCS B CTAOMJIBHOM COCTOSIHUM, KYpPC 30HJOBOTO IHUTaHUS
HaunHatoT ¢ 40-60 u Gosiee Myl B yac. Y JAeTeil HayaibHas CKOPOCTHb BBEIICHMS
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SHTEPAIbHBIX CMece (MJ/yac) 3aBUCUT OT MHOTHMX (DaKTOpOB — Beca, pOCTa,
BO3pacTa, TSHXKECTH COCTOSHUS, BUJA MATOJOTUU U MOAOUpAaeTCs MHAWBHUIYAIbHO
nedamuM  BpadoM.  [locrememHo (B 3aBUCHMOCTH  OT  Xapakrepa
TaCTPOMHTECTUHANIBHON  CHMIITOMATUKH  TAIlMEHTa) YBEIWYUBAIOT 00bEM
BBOAMMOro nutanus Ha 10-20 Mi1 B 4ac HECKOJIBKO pa3 B TEUEHUE JHS JI0 TEX MOP,
NoKa He OyJnerT [JOCTUTHyTa pacueTHas HEeoOXOoIuWMas CKOPOCTh BBEICHHS
IIATATEIILHOU CMECH.

CHMKeHNe PUCKA acIUPAMM MUTATEJIbHON cMecH

HaubGonee BaXHBIM MIaroM Ha MNYTH K OPO(HUIAKTUKE AaCHUpALMK  SBISETCS
MpaBUJIBHOE PACMOJIOKEHHE KOHYMKa 30HAa. Hapsay ¢ »TuM, pUCK acnupaiuu
MO>KHO CHU3HTD ITyTEM:

- MOJHATHS TOJOBHOTO KOHIA KpoBaTu Ha 30-45° ma Bpems kopmuenms. Ilocne
O0JIOCHOTO (CTPYHHOT0) BBEJICHUS TUTATEIHLHOM CMECH KPOBATh CJIEAYET OCTABUTh
B TaKOM ITOJIOKEHMH emie Ha 30-60 MUHYT;

-  HUCHOJIb30BaHMUS, 110 BO3MOXKHOCTH, NPEPHIBUCTOTO WM HENPEPHIBHOIO
KaIeJIbHOTO PeXMMa BBEJEHUSI CMECH B3aMEH OOJIFOCHOTO (CTPYHHOTO);

- IPUMEHEHUS €IOHAJIBHOTO (TOHKOKUIIEYHOTO) PACIIOIOKEHNS 30HAa Y OOJIbHBIX,
CKJIOHHBIX K acnupauuu. JlaHHasg npoduiiakTMka BO3MOXXHAa B OCHOBHOM IS
TOCTIUTAJIM3UPOBAHHBIX OOJIbHBIX.

KoHTpoab coaep:kumMoro xkeayaka

Hanuune XelyJo4HOTO COIEPKHMOIO B BEPXHUX €ro OTHelaxX YKa3blBacT Ha
3aMEJJICHUE CKOPOCTH €ro OINOPOKHEHMSI W TOBBILIEHUE PHUCKA acCIuparuu
nuTaTenbHOl cMmecH. CKOpOCTh BBEACHMSI NUTATEIIBHOM CMECH 4Yepe3 30H7 B
KEJIYyJ0K PEKOMEHAYIOT YBEJIMYMBATh TOJBKO TOT/AA, KOraa 00BEM COJEPKUMOTO
XKeTyJKa y B3pocioro narmuenta Oyner cocraBiarh menee 150-200 mut. IIpocser
HEOOJBIINX MO JAMAMETPY TMOKUX 30HJIOB MOXET CHaJaThCs MPH OTCACHIBAHUU
HINPULIEM COJIEPKUMOTO KennyaKa. MHbeKIs BO3/1yXa B 30H/1 [Iepe] OTCACBIBAHUEM
KEITYJJOYHOTO COAEPKUMOTO MO3BOJISIET COXPAHUTh MTPOCBET 30HAa HE CHaBLIMMCH,
a OTKPBITBIM.

Bpemsi noaBeCKH NUTATEIBLHON CMeECH.

[ToaroToBiIeHHBIE AJIs1 BBEICHUSI MALIMEHTY MUTATEIbHBIE CMECU MOTYT HaXOJAUThCS
Ipyd KOMHATHOM TeMIlepaType B TEUYEHUE JIMIIb HEIO0JITOr0 OTPaHUYEHHOTO
BPEMEHHU, MOCKOJIbKY OHU MOJBEPKEHBbI OaKTepUaTIbHOMY 3arpsi3HEHHIO M MOTYT
OBITh OTEHIUAIBHBIM UCTOYHUKOM JKETyJOUHO-KUIIEeYHbIX HHPeKkuil. HecmoTps
Ha TO, YTO TPH HU3TOTOBJIEHHMH CMECEd B IPOMBILUICHHBIX YCJIOBHSX
o0ecnieunBaeTcs MX CTEPUIBHOCTh MpU pachacoBKe, BCE XKE CYIIECTBYET
3HAUUTEIBHBIM PHUCK HMX MOCIEAYIOIIEro 3arpsi3HEHHUs MHUKPOOPTaHM3MaMHU [0
OMAaCHBIX YPOBHEW MOCJE TOro, Kak YMaKOBKa CO CMEChl0 OyIEeT BCKpHITA, B
pe3ynbTare:

- KOHTaKTa CMECH C IOCTOPOHHUMHM IIpeIMeTaMu (pyKaMH MepcoHana, nocy10i) B
X0/l €€ MPUTOTOBJICHUS U BBEACHMUS;

- IJTUTEJIBHOTO XpaHEHUs IPU KOMHATHON TEMIIepaType;

- IOBTOPHOT'O UCTIOJIb30BAHUSI EMKOCTEM WM CUCTEM JIJIsl BBEJIEHUSI CMECEH;

- 100aBJIEHUS B CMECh HECTEPUIIbHBIX KOMIIOHEHTOB — KUIAKOCTEH JJ1s1 pa3BeAeHUS,
MUTATEIbHBIX BELIECTB WM JIEKAPCTB.
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BpeMms nonBeckn cMecu IpU KOMHATHOM TEMIIEPATYPE yKa3bIBACTCSl Ha yIAKOBKE
npousBoauTesieM. Kak npaBuiio, MuTtaHue, NIPUTOTOBICHHOE PA3BEIECHUEM CYXOM
CMECH BOJIOM, MOXKET HaXOJAUTHCA B MOJIBECKE He Oojiee 4 4acoB, JKUIKOE TUTAHHE
u3 6aHoK — 8-12 yacoB, TOTOBOE MUTaHKE B FTEPMETUYHON ymakoBke — 24-48 gacos.
['oToBOE TNHTaHWE B TEPMETUYHOW YIAKOBKE MMEET psl MPEUMYILIECTB IEpen
IpyruMu (popMaMu MUTATENBHBIX CMECEH JIJIsl 30HI0BOTO MUTAHUS:

- B TEPMETUYHBIM MENIOK C MUTATEIIbHOM CMEChI0 HET JOCTyMa BO3ayXa. JTO
O3HAYaeT, YTO MPHU IOCTYIJIEHUU CMECH U3 MELIKA B HA30TaCTPaIbHBIA 30H]] BO31yX
B MELIOK HE ITONaAacT. B CBA3M € ’TUM PE3KO CHUIKAETCS BEPOSITHOCTD 3arpsA3HEHUSA
NUTATEJIbHOM CMECU MUKPOOaMu, HaXOIAIIUMHUCS B BO3IyXE.

- IIMTaTelbHAsl CMECh, BBIYCKaeMass B TEPMETUYHOM YIAKOBKE, SIBIIAECTCS
CTEpUJIbHOM U HE MOABEPKEHA AEUCTBUIO MUKPOOOB U3 OKPYIKaIOLLEH CPEe/Ibl, ECIIU
IPUCOCINHEHNE MeEIIKa K CHUCTEME BBEACHUS IPOU3BOAUTCS B TOYHOM
COOTBETCTBUM C MHCTPYKUUAMH. [103TOMY MEIIOK CO CMECHhIO MOKET HAaXOJIUThCA
IIPU KOMHATHOW TeMIIepaType B TeueHue 24-48 4acoB mocie noJACOCINHEHUS, YTO
oOJeryaer TpyJ MEACECTPbl U YMEHbBIIAET 00BEM OTXO/IOB.

- TOTOBO€ NMUTAaHUE B T€PMETUYHOMN YIAKOBKE BBIMYCKAETCS C Pa3sHbIM 00BEMOM
CMECH, YTO TMO3BOJSET YAOBJIECTBOPUTH IMOTPEOHOCTH OONBHBIX B HIMPOKOM
JAaIa3oHe.

BBenenue JiekapcTB Yepe3 Ha30racTpaJibHbIN 30H/1

1). Kaxnplii pa3 nepeq BBEACHHEM JIEKapCTBa M MOCJE HETO CIEAYyeT IPOMBIBATh
HA30TacTpaJIbHBIN 30H]] BO N30€kKaHHUE €ro 3aCOPEHUSI.

2). Cnemyer wu30berath CMEIIMBAaHHUS JIEKApCTBA C MUTATEILHOW CMECHIO
HEIIOCPEJICTBEHHO B €MKOCTM JUIsl KOPMIJIEHHMS. OTO MOXET HW3MEHHTH
TepaneBTHYeCKui  3¢¢deKkr  JekapcTBa  M3-3a  JIEKApPCTBEHHO-THILEBBIX
B3aMMOJICUCTBUI, a TaKK€ HApyLIUTh OJHOPOJIHYIO MKHUIKYI0 KOHCHCTEHIHIO
MUTATEIBHOU CMECH (CTYCTKH, 0CaJI0K) U MPUBECTH K 3aKYIOPKE IPOCBETA 30H/1a.
3). Ilpu BO3BMOXHOCTH UCIIOJIb3YITE KUAKUE JIEKAPCTBEHHBIE (DOPMBI 1J1 BBEICHUS
yepe3 Ha30oracTpajbHbI 30HA (OTHaBas MPEANOYTEHHE CHUpONaM, KarllsaM,
HIMITYYUM PaCTBOPUMBIM TaOJIETKaM, paCTBOPUMBIM I'paHyJIaM).

4). ITpu 30HOOBOM MIPUMEHEHUU JIEKAPCTB B TBEPJION (POpPME UX CIEAYET TIIATEIBHO
U3MeJIbYaTh, MOCKOJbKY KPYIHBIE YacCTHUIIbl MOTYT MEPEKpPbITh MPOCBET 30HIOB
HE0OJbIOro AuameTpa (MOCHEeAHHE OCOOEHHO YacTO HCIHOJIb3YIOTCS y JAeTel
pPaHHETo BO3pacTa).

5). He wusmenpuaiiTe mnpemnapaThl, BIUSIONIME Ha TMHUINEBApeHUE (HANpUMED,
(bepMeHTHBIEe penapathl MOHKETYIOUHOM JKeJIe3bl), MOCKOJIbKY IPHU U3MEIbYEHUH
OHU TEPAOT AKTUBHOCTH WJIM BBI3BIBAIOT paccTporcTBO KKT.

6). He wu3mMmenpuaiiTe mpenaparbl, MOKPHITHIE OOOJIOYKOW, TOCKOJBKY
0CBOOOIUBIIIEECS JIEKAPCTBO MOKET BbI3BAThH PA3APAKECHHUE CIUZUCTON HKeTyIKa.
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8. IIuTanue aeTe ¢ TsKeJAbIM oprannyeckuM nopasxkeauem I[HC

HytputusHas HenoctaTouHocTs HaOmonaercsa y 40% nereid, mocTynaromux B
cTaiuoHapsl [1,2], mpy 3TOM NAUMEHThl C BPOXKACHHBIMA U NPUOOPETEHHBIMH
3a0oneBanusaMu [IHC 3aHMMaroT BTOpoe paHroBO€ MECTO 10 YaCTOTE HYyTPUTHBHOM
HEJOCTATOYHOCTH IOCJIE JETEN C OHKOJOTUYECKHUMHU 3a00JIEBAHUSIMH.

Jletn ¢ TsxkensiM  opranumdyeckuM nopaxenuemM I[HHC wu  wucuepnaHHbIM
peadbUINTAlIMOHHBIM MTOTEHIIMAJIOM MMEIOT MOKa3aHUs K MaVIMaTUBHOM MOMOILH.
Yamre Bcero Takue MAalMEHThl MOTYT OBITh OTHECeHbl K IV rpymme Ho3050Tui,
COIJIaCHO ITPOTHOCTHYECKOMY Ioaxoay EBpomeilickoil acconuanuy NnauliaTUBHON
nomou (2009): 3To neTH, UMerIre HeoOpaTHUMbIE, HO HE IPOrPECCUPYIOLINE
COCTOSIHHS, C TSDKEJIOW HHBAIWIHOCTBIO M IIOJBEPKEHHOCTBIO IAI[MEHTa
OCJIO)KHEHMSIM.

HyTputuBHbld AepUIUT CIOCOOCTBYET MOBBIIMICHUIO PUCKAa WHTEPKYPPEHTHBIX
3a00JeBaHMH (CepIeUHO-COCYIUCTAsl, UMMYyHHAas, AbIXaTeJIbHAsl HEAOCTATOYHOCTB),
Pa3BUTHIO MOOOYHBIX s dekToB OT crienu(puIecKou Tepanuu
(IpOTUBOCYIOPOKHOM, TOPMOHAIBHOM ), HAPYIIEHHUIO TPO(MUKH TKaHEH (ITPOJIEKHHU,
3aMEIJICHUE 3aKUBJICHUS paH, arpopusi MBIIIL, CHWKEHUE MHHEPATU3aALHUH
KOCTHOM TKaHHW), a TaKXe€ CHIKEHHIO 3(PQPEKTUBHOCTH CHEUUATU3UPOBAHHOU
MEIUIMHCKON TMOMOIIY, YBEIUYEHHUIO YaCTOThl TOCHUTAIU3ALNMA, JIUTEIbHOCTH
npeObIBaHMs B CTALIMOHAPE U MOBBIILICHUIO SJKOHOMUYECKUX 3aTpaT Ha MAlUeHTa Ha
20-30%, o nanHbIM [3].

[TpoGyieMbl BCKapMJIMBaHUSI M HYTPUTUBHAS HEIOCTATOYHOCTh XapaKTEPHBI
6omnee yem 1 30% neteit ¢ nepedpanbubM napainudoM (LIT), mpu stom 57% neteit
¢ LII umeroT mpobiiemMbl cocaHusi B MEPBbIN TOA XKU3HU, 38% aeTeil mpoOaeMsbl
riotanusi, 80% MiajeHIIeB BCKAPMITUBAIOTCS C MOMOIIBIO POJUTENCH (HE JepxKaT
JIOKKY M3-3a 3a7epKKU pa3BuTus), 90% UMEI0T KIMHUYECKH 3HAYMMYIO0 OpaJIbHO-
MOTOPHYIO AUCHYHKUHUIO [4].

L{esbr0 HY TPUTUBHOW NOAJIEPIKKH JETEU C TSKEIBIM OPraHUYECKUM MTOPAKEHUEM
[MHC B nmamimmatuBHOU ciy>k0e SBISETCS yJIydIlIEeHHE KauecTBa KU3HU peOeHKa U
CEMbU TIOCPEJCTBOM OOJIErYeHUs] CUMITOMOB, TPUMEHEHUS JIEUEOHOrO MUTAHMS,
YTO MOBBIIIAET KAYECTBO MEIULIMHCKON MTOMOIIIH.

[Ipn opranu3anuu NUTaHus AETeN ¢ opraHndeckuM nopaxenneMm LIHC 3amaun
CHELMATMCTOB MaJNIMATUBHOM CIIyKObI COCTOST B OLIEHKE BIMSIHUSI HyTPUTUBHOTO
ctaTyca Ha 00ObeM TNaUTMATUBHOM TIOMOIIM, B pa3pabOTKE MPOrpaMMbI
MO3UIIMOHHON Tepanuu (KakuMm o0pa3oM JOJDKEH BCKapMIIMBATHCA PEOCHOK — Ha
KOJIGHAX Yy Marepu JubO0 B CHEHMATBHOM CTyJe, Kpecie-KOJsCKe, C
rojoBojiepxaresneM, pa3rubaHueM B TMOSICHUYHOM OTHEJI€ MO3BOHOYHHKA,
¢ukcanueir HOr), B BBHIOOpE MeETO/a DSHTEPAIBHOTO MUTAaHUS, B HA3HAYCHUU
Je4eOHOro MUTaHus, a TaKKe€ B COCTABJICHUU IUIaHA JajbHEHIIel HYTPUTUBHOMN
MOJJIEPIKKU.

ConyTCTBYIOIIMIA JAMArHo3 pacCTPOMCTB MNHUTAHUS Y JETEH C  TKEIbIM
oprannueckuM nopaxenueMm LIHC cormacho MKbB-10 xomupyercs B kmacc IV
«boJie3Hn YHAOKPUHHON CHUCTEMBI, pacCTPOMCTBA MUTAHUS U HAPYIIEHUs OOMEHa
BemiecTBy», 010k E40-E46 — Henoctatounocts nutanusi, E50-64 — Jlpyrue Buabl
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HEJIOCTATOYHOCTU MUTaHUs (HEAOCTaTOYHOCTh BUTAMHHOB W MHUKPOJJIEMEHTOB),
E65-68 — Oxxupenue u qpyrue BUbl U30bITOYHOCTH TUTAHUS.

V nereit ¢ TsoKENbIM opranndeckum nopakennem [LTHC, nmeromunx pacctpoiicTsa
IIATaHUs, HAWOOJbIINE HW3MCHECHHS METa0oJM3Ma HAOJIOJAIOTCI B OCIKOBOM
oOMeHe. BenencTBre 3TOro 4acTo CIoIb3yeMbIMU CHHOHUMAMH HETOCTATOYHOCTH
NUTaHUS y IE€TEeW ¢ TSHKEIbIM opranndeckum nopaxenuem LIHC sBistorcs takue
TEPMUHBI, KaK OEJIKOBO-IHEpTreTHYecKast HeaoctarouHocTh (BOH), muctpodus Tuna
TUNOTPOQUHU, TUMOTPODPUSL, CHUHAPOM HEJOCTATOYHOCTH MUTAHUS, CHUHIPOM
HApYILIEHHOTO MUTaHMs, TUIOCTaTypa, MalbHYTpullus. B ToO ke BpeMs JeTu C
TSOKEJIBIMH  IBUTATEIbHBIMU  HAPYILIEHUSIMH, COOTBETCTBYIOUIUMU V YPOBHIO
Motopuku mo mkage GMFCS (cm Ilpuiokenue 2 - MexayHapoaHas IIKaja
KjIaccupuKaui MOTOpHbIX (ynkuuid mnamuenta — Global Motor Function
Classification System, GMFCS) [5], naxoasiiuecss Ha 30HI0BOM ITUTAHHH, HMEIOT
OOJBIINI MHJIEKC MACCHI TEJIa U PUCK PA3BUTHS OKUPEHUS 10 CPABHEHUIO C IETHBMH
TOT'0 K€ YPOBHS IBUTAaTEJIbHBIX OTPAHUYEHNN, TUTAOIIMMUCSA CAMOCTOATENIBHO [6].

8.1 Ouenka HyTPUTHBHOI HEJOCTATOUYHOCTH Y JIeTel C TAXKeJIbIM
oprannyeckuMm nopa:kenumem HHC

B xnuHMueckoit pabote ¢ 0ONBIIMM KOJIMYECTBOM MAIMEHTOB ISl ONPEACICHUS
KaTeropuu JeTeH, HYXKJIAIOUMXCS B HyTPUTUBHOM MOMJIEPKKE, HEOOX0auM cOop
aHaMHe3a U BBISIBJICHUE TPYNIIbI PUCKA 110 HAPYIICHUIO HYTPUTUBHOTO cTaryca [7-
10; 24]. Cm Ipusoxenue 3.

[Tocne ompeneneHus: Tpymnbl pUCKa WM BBISBICHUS KIMHUYECKUX IMPU3HAKOB
BOH npoBoauTCs MOJIHBIM THIATENBHBIA OCMOTp manueHTta. CymMMapHO B UTOTE
OLICHUBAIOTCA CIEAYIOIIME TapaMETPHI:

1) OomekJauHNYEeCKHe (OCMOTP) — COCTOSIHHE KOXKH, CIM3UCTBIX, BOJIOC,
HOITEH, 3yOOB, MBIINIEUHOW  TKAHU, TMOAKOXKHO-)XUPOBOTO  CJIOS,
MHKPOCHUMIITOMATUKA  BO3MOXHOM  BUTAMMHHOM W MHUHEPAJIbHOMU
HEJIOCTATOYHOCTH;

2) Macco-pocToBble MOKAa3aTeJM; WHICKC MacChl Tella; OKPYKHOCTh ILIeYa,
TOJIIIMHA KOXXHO-XUpoBOM ckiaaku Hax Tpuuencom (KXKCT), B
T1OJIONIATOYHOM 00J1aCTH, HAJT OUIIETICOM.

3) AHTpONOMeTPUYECKHEe TIOKA3aTeJiM  OICHUBAIOTCS IO  TaOauIam
IEHTWJIBHBIX BEJIWYWH, pekoMeHayeMbiM BO3, nubo 1o crnenuaibHBIM
IICHTWJIbHBIM Ta0JnIlaM, pa3pabOTaHHBIM C YYETOM OCHOBHOTO JHarHo3a
nanmenta. Hampumep, y AeTel ¢ JeTCKUM IiepeOpaibHBIM MapainioM
WCIOJIB3YETCSl OLIEHKAa AHTPONOMETPUM W MPOJOJDKUTEIBHOCTUA KU3HU C
yueToM coctosiHust MoTopHbIX ¢yHknuii GMFCS — Life Expectancy Project
[11]. HNmerorcs TaKXKe CIIEIUAJILHBIC LEHTUIbHBIE TaOJINIIBI
AHTPOIIOMETPUYECKUX IMOKA3aTeJIeN Ui ACTEeW C TAaKOW MaTOJIOTHEM, KaK
axonapomnasusi, cuHapombl Kopuenunm npe Jlanre, Jlayna, Tepnepa,
Bunbsamca, Ilpanepa-Bumm, Hynan, tpucomus 13 u 18 xpomocom,
MHEJIOMEHUHTOLIENE, CcKeneTHas aucmiasusa [12, 13]. YV  couHanbHBIX
OOJILHBIX TIPU AHTPOTIOMETPUUECKOM OIIEHKE UCIOIb3yeTcst Meron Jlamiaca—
Xona (MOJDKEHCTBYIOIIAsE Macca Tejla BBIYUCISETCS  YMEHBIIEHUEM
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cTaHaapTHoro 3HaueHust Ha 5—10% npu naparuieruu (B cpeaHem Ha 7,5%) u
Ha 10-15% (B cpennem nHa 12,5%) npu terpamieruu). Crenenr BOH
ONpEIENSIETCS C Y4YETOM CTAaTHUCTUYECKOro MoKazarenss Z-CKOp, KOTOpPBIM
O3HAYaeT, CKOJIbKO CTaHAAPTHBIX OTKIIOHEHUH COCTaBISET pa30poc Macchl U
pOCTa OTHOCHUTENBHO cpeHero 3Hauenus (Tadm.2).

Taoua 2

Kaaccudgukanus 0esxoBo-3HepreTudeckoii Henocrarounoctu (bBIH) y

nerei [14, 15]

Crenenn/ Octpas BOH Xponnueckass bBOH ITepuenTnib

dbopma % ot % ot goipkencrytomero | K)KCT nnm nomy-
JOJIKEHCTBYIOLIEH pocTta/ o Bo3pacty u Z- | OKpY»KHOCTb Tieua
Macchbl/ TI0 pocTy U Z- |CKOp
CKOp

0 90-110/+Z- -Z 95-105/+7- -Z >15

| (nérxas) | 80-89/-1.17--27 90-94/-1.17--27 15

1 70-719/-2,17--3Z 85-89/-2,17--3Z <5

11 <70/-37 <85/-37 <5

4) JlaGopaTopHble mMoKa3aTeau: oOmMMH OENOK, anbOyMHUH, KOPOTKOKHBYIIHE
oenku (TpancheppuH, npeanbOyMuH u ap.), AuMdoruThl. CTeneHb HyTPUTUBHOU
HEJ0CTAaTOYHOCTH YCTAHABIIMBAETCS C YUETOM Hanbosiee MHTEHCUBHO CHIXKEHHOTO

noKazaTess U3 Bcex MpoaHanu3upoBaHHbIx (Tadm 3).

Tadu 3
JlaGopaTopHble KpUTEPHUHU U CTENIEHU HYTPUTUBHOM HEJOCTATOYHOCTH [23]
JlaGoparopuble nokazatenu/ crenenb bOH Jlérkast Cpennsisi | Tspxénas
AnpOymuH, r'\un 35-30r/n1 | 30-251/n | <2571/n
OOmmii 06enoxk, T\ 60-55 55-50 <50
Tpancheppun r\in 2,0-1,8 1,8-1,6 <16
JIuMQOLMTEI, KIETOK B MII® 1800-1500 | 1500-800 | <800

4)  JlanHble BHaEO(TyOPOCKONUH, (PUOPOJIAPUHIOCKONUU TIPH JAucharuu u
MO/IO3PEHUHU Ha aCIUPAITHIO.

5) OueHka crocoOHOCTH MAIMEHTA K IPUHATHIO MUY U KUJIKOCTH C 3-X JIeT
[16], onenka mucdaruu, MPOBEACHUE BHJIOYHOTO TECTa, XPOHOMETPUPOBAHHOTO
TecTa ¢ Bojou [17].

8.2 Iloka3aHusi K HA3HAYEHHI0 HYyTPUTHBHOM MOIEPKKH AETAM € THKEJIbIM
oprannyeckum nopaskeauem [HHC

- KJIMHAYECKH BBIPAYKECHHASI HEJIOCTATOYHOCTh IMUTAHMS,

- OBICTPO TIporpeccupylolas motTepsi Macchl Tena: oonee 2% 3a Henento, 5% 3a

mecsl, 10% 3a 3 mecsiua, 6osee 5% macchl Tena Ha GoHEe Tepanuu;

- TUTIOTIPOTEUHEMUS, THTI0ATEOYMHUHEMHUS;

- OTCYTCTBHE BO3MOKHOCTH ONITUMAIBHOTO €CTECTBEHHOTO ITUTAHMUS,
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- BO3pOCIHIME€ MNOTPEOHOCTH B MAaKpO- M MHUKPOHYTPUEHTaX BCIJIEJICTBUE
TUIepKaTadoInu3Ma;

- HEBO3MOXHOCTh o0ecnieunTh 60—80% paurona B Teuenue Oosee uem 10 qHel y
JIETEeH CTapIMX BO3PACTHBIX TPYMI, B TEUCHHE OoJiee 5 THEH y JeTel paHHero u
JOLIKOJILHOTO BO3pacTa U B TeueHue Oosiee 3 nHel y aereid 1o 1 roga;

- oO1Iee BpeMst KopMyieHuUsI peObeHka 6oJiee 4 9acoB B JICHD;

- HEaJeKBaTHbIE NMPUOABKH POCTAa WJIM MACChl TeJla Ha NPOTSHKEHUU Oosee yeM |
Mecsiia y aetei muaauie 2 jiet u Oosee 3 MecsLEeB y AeTel cTapiie 2 JeT;

- HapyLIeHHE LEHTWIBHOTO KOpuaopa 0osee 4eM Ha 2 UHTEpBaa;

- TOJIILIMHA KOYXKHO-KUPOBOM CKJIaJIKH TPUILIETICA MEHEE S5 EPLIEHTUIIS 110 BO3PacTy;
- CHWJKEHUE CKOPOCTH pocTa 0osee 2 cM/ToJl OT AOHKEHCTBYIOUIETO AJIl pAHHETO
U CpeJHEero myoepraTa;

- pe3yJIbTaThl OLIEHKH PEOEHKA M0 IIKAaJIe OLEHKN HaBBIKOB ITpUEMa MMULIU U TUThs
(EDACS) B mpenenax I1I-V yposHs; (cm [Ipusioxenue 4).

- nokazarenu guznueckoro pazsutus Aeteit ¢ JJLII, pacnonoxeHHbIe B UHTEpBae
mikan Life Expectancy Project, o6o3nauecanom msetom [11].

8.3 CocraBJ/ieHHe IJIaHA ¥ pacyeT HYTPUTHUBHON NMOJEPKKU

Ha ocHOBaHMU MMEIOIIMXCS TOKA3aHUM K HYTPUTUBHOM NOAJEPKKE peOeHKa, ¢
yuetoM TskecTd bBOH, BeipakeHHOCTH nucdaruu, He0OX0IUMO ONIPEIETUTh 00BEM
U KaJIOpaX HYTPUTHUBHOM MOJJIEPKKH, BUI, cCOCOO (MyTh) U PEXKUM IMUTAHUS.
PekoMenpanuyu JODKHBI BKJIIOYaTh B ce€0s MO3UIMOHHYIO TEpamuio U
CEHCOMOTOPHYIO CTUMYJIALIAIO. DTO HEOOXOUMO, YTOOBI AKTUBUPOBATH MOTOPUKY
OpaJIbHOM MYCKYJaTypbl, CHU3UTh BBIPQXKEHHOCTh Auc(haruu, coznaTb peOCHKY
ONTHUMAJIBHBIE YCIIOBUS JUISl IOJYyYEHNS BKYCOBBIX OLLYIIICHHM.

OnpenenuTs CYTOYHBIN 00beM XKHUIKOCTH: 2 Toga — 115 mi/kr/cyT; 6 met — 90-
100 mur/kr/cyT; 10 met — 75-85 mur/kr/cyT; 14 net — 50-60 mur/kr/cyT [18].

CornacHo pexkomenmammsim  ASPEN  [19], omeHky pacxoga »HEpruu
TSKET000bHBIX JI€TEH MPOBOASIT METOAOM HEMPSMOM KaJIOPUMETPHUH, YTO MOKET
OobiTh ocymiectBuMO B OPUT. Jlnga wuHBIX KaTteropuit jeTed Mpu pacyeTe
CPEIHECYTOUHON NOTPEOHOCTH B KUJIOKAJIOPHUAX MPUMEHSIOT YpaBHEHHE Xappuca-
benenukTa: 3HEpPronoTpeOHOCT, OCHOBHOTO OOMEHa X (hakTOp aKTHMBHOCTH (C
y4eTOM KOHBEpCHOHHBIX Kod(durrenton) [23] (IIpunokenue 5).

8.3.1 Pacuer ka10pUiiHOCTH NUTAHUS

Jis OGonplield TOYHOCTH pe3ysnbTaToB y Jaerel 5-11 jer ¢ TskenbIMu
JIBUTATEIbHBIMA HAPYIIECHUSAMH pacyeT KATOPUUHOCTU MUTAHUS MPOU3BOJIUTCS HE
Ha Maccy Tela, a Ha UX pocT (KKaJ/cM/CyT) (P HEBO3MOKHOCTH BEPTUKATIU3AINH
peOeHKa, HATMYUKU KOHTPAKTYP POCT U3MEpsIeTCs MOCIeI0BATEIbHO M0 CETMEHTaM
tena) B 3aBucuMoctd oT Qopmbl Il uw ¢ y4eToM KOHBEPCHOHHBIX
koa(ddurenTos. [etu ¢ Tsokensimu cnactuueckumu popmamu JLIT (GMFCS 1V-
V ypoBeHb), HU3KOW (U3UUECKOM aKTUBHOCTBIO, COIYTCTBYIOUIEH SMUIIEIICUEH,
HaXOJISAIIMECs HA JJIUTETLHOM 30HJIOBOM IMUTAHUU, HYXIAIOTCA B KaJOPUHHOCTH
nutanus u3 pacuera 11,1 kkan/cm/cyt (75% oT oOblMHOM HOTpEOHOCTH IS
HOpMaJIbHOTO pa3BuTHs). Jletn B paze peabuauTanuu, 1€TH C TUTIEPKUHETUYECKOH,
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aTaKTUYECKOW M aToHWYecKH-acTatudecko ¢opmoit [III, amOynaropHbie
nanueHTel — u3 pacuera 13,9 xka/cm/cyT (59% OT 0OBIUHON MOTPEOHOCTH IS
HOPMAJIBHOTO pa3BHUTHs). PacueT KamopuiHOCTU NUTAHUS NPH JPYTUX TSHKEINBIX
oprannueckux nopaxxenusx [{IHC u HaciencTBEeHHBIX CUHApOMax: cuHapoM JlayHa
— neBouku 5-11 ner — 14,3 kkan/cm/cyt, manpuuku 5-11 et — 16,1 kkan/cm/cyT,
curapom [lpanepa-Buwmmm — 10-11 kkan/cm/cyT, Spina bifida — 9-11 kkan/cm/cyT.
[Ipu ymMepeHHOM CHMXEHHH JIBUTATENbHOM aKTUBHOCTH — 15 KKkaj/cm/cyT, mpu
CWJIBHOM OorpannyeHuu — 10 kkan/cm/cyT.

CytouHnas notpedHoCTh B Oenkax y netreit ¢ LI cocraBmisieT 2 r/Kr Macchl Tena
[20]. ITpu conytcrBytomei BOH pacuer moTpeOHOCTH POBOAUTCS B COOTBETCTBUU
¢ obmumu npuHnunamu [14]. HyxaaemocTs B ®upax U yrieBojiax He OTINYaeTCs
OT BO3PACTHBIX HOPM JJIs 3I0POBBIX Aetrei [21].

8.3.2 CyOcTpaT nuTAHUS ¥ METO/bI €ro BBeAeHUs

[Tpu 3¢ PpeKTUBHOCTH SHTEPATBHOIO TUTAHUS YEPE3 POT, (PU3NUECKOM Pa3BUTHH,
COOTBETCTBYIOIIEM Bo3pacty, bOH mnerkoii cremneHu, OTCYyTCTBUM aucharuu
peKoMeHayeTcsl oboranieHue 0EJIKOM U 3HeprocyOcTpaTaMu MpOAYKTOB, KOTOPbHIE
€XEeIHEBHO ynoTpeOsseT pedeHoK. Bo3moxkHO go0OaBiieHre B OiroAa JOMAIIHETO
NpUroToBieHus (Kama, #orypt, TBopor B o0OwveMe 150-200 rp) 100 mn
VM30KAJIOPUWHON  CTAaHJAPTHOM CMECHM WJIM  COOTBETCTBYIOLEW  BO3pacTry
BBICOKOKaJIOpUHOM cMecu B o0beMe Menee 100 m.

[Ipn nammumum BOH nerkoit crenenu (6e3 mosoxutTenbHOro s¢dexra ot
npeauecTByronero odoramenus nutanus 0enxkom) u BOH cpenneii crenenu y
pebeHKa ¢ COXpaHEHHBIM CO3HAHHEM, TJIOTAaTENbHON (YHKIMEH U BO3MOXKHOCTBIO
pyeMa MUILK Yepe3 pOT PEKOMEHIYETCSl CUIIUHT. DTO IPEAIONAaraeT IpueM CMECH
yepe3 TpyOouky win menkumu riaotkamu 100-200 mut 3a 1 gac (B mpoMekyTKax
MEXAy NpUeMamMd TMHUIIKM) [0 HOpMalu3aluu  (PU3UYECKOTO  Pa3BUTHS.
Hcnonb3ytoTes U30- WK TUIIEPKAIIOPUIHBIE CMECU B 3aBUCHUMOCTH OT BO3pacTa U
noTpedHOCTeN pedeHKa.

[Ipn Hanuuuu OyJILOAPHOTO CUHAPOMA BO3MOXKHO MCHOJB30BAHHUE 3aTryCTUTENIS,
KOHLIEHTpaIsi KOTOPOTO 3aBUCUT OT PE3yJIbTaTOB BUJIOYHOTO TE€CTA. DTOT TECT Ha
OLICHKY TJIOTaHUS MPOBOJUTCA C MPOAYKTAMU PAa3IM4YHOM IUIOTHOCTH, YCJIOBHO
pa3lIeNICHHBIX Ha TPU KAaTETOPUHU — HEKTAP, )KUIKOCTh U Iy AVHT («OKYTHIBAET BUJIKY,
HO OBICTPO CTEKAET» - ITO KOHCUCTEHITUS «HEKTapy (TyCTOU KUCEIb, ME, CMETaHA);
«OBICTPO CTEKAeT C BWJIKM U HE 3aJIepP’KUBACTCA HA HEW» - 3TO KOHCHUCTEHIUS «
KUIKOCTHY» (BOJIA, COK, 4ail, kode, KUAKUN KePup); «JIepKUTCS Ha BUIKE» - ITO
KOHCHUCTEHUHA «IyIUHr» (TycToil WOrypr, MNOBHIJIO0). B BHIOYHOM TecTe
MPOBOJAUTCS OLICHKA TJIOTAHUS C YKAa3aHHBIMU MPOJYKTAMHU PA3JIMYHON MJIOTHOCTH
JUTSL pelIeHus] BOIpOca 0 KOHCUCTEHIIMU ONTUMAJILHOTO JIJIsl peOeHKa MUTATEIbHOTO
cybctpara, a Takke Oomoce (oObeMe NHUIM) JUisi OJAHOTO TMPOTJIATHIBAHMS.
«Hexrap» npeanaraercs peOEHKY B BO3pacTaroiieM o0beMe Mocae10BaTeNIbHO OT S-
10-20 M (eciu riaoTaHve Ha ATOM 3Tare HaApyLUIEHO, TO HEOOXOAUMO MEPEUTH K
TECTY C «IIyJAUHTOM»), 3aTeM «GKUJIKOCTBY» OT 5-10-20 M (ecnu riioTaHue Ha STOM
JTale HapyLIEHO, TO HEOOXOJIMMO MEpPEeUTH K TEeCTy «C IYyJMHIOM»), 3aTeM
«yguar» ot 5-10-20 mu. ITogOGop KOHCHUCTEHLIMM PEKOMEHAYETCS MPOBOAMTH
COBMECTHO C JIOTOMNEAOM HJIM CO CHELMATUCTOM IO TJIOTaHHIO C ILIENBI0 BbIOOpa
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Oe3omacHO IJIOTHOCTUM cyOcTpata Uit NpOQUIAKTHKK — acupanuud |
3¢ deKkTUBHOrO Mnpouecca kKopmieHuss. O0beM U KOHCUCTEHIUS MU, KOTOPbIE HE
BBI3BIBAIOT JUC(Aruv MpU €€ OJHOKPATHOM IMPOTJIATHIBAHUH, YKA3BIBAIOTCS BO
BpayeOHBIX PEKOMEHIAlUAX N0 HYTPUTUBHOM MOJAEPIKKE peOCHKA.

Kopmnenne cMecsimu HaunHAIOT co cTaHaapTHou cmecH (1,0 kkan/mi) B o0beme
50% oT peKOMEHAYEMOT0, C TOCTENEHHBIM PACIIMPEHUEM 32 5-7 JHEN NPHU YCIOBUH
J0oCcTaTOYHOUM mepeHocuMocTu. [Ipu Hamuuuu BOH ¢ mnoxol ToJEpaHTHOCTBIO K
o0beMy, Tpu OTCYTCTBUM 3P (deKTa OT H30KAIOPUMHBIX CMeceld MPUMEHSIOTCS
BbICOKORHepreTuueckue cmecu (1,5 -2 kkan/mn). [Ipu u30bITKEe Macchl Tena WM
oxxupenuu, JIII ¢ Y ypoBHem moTopuku 1o mkaie GMFCS, 30110B0M nuTanuu
MalpeHTa W OTCYTCTBUM IPOBOAUMON  KHWHE3UMOTEpAalud, HCHOJIb3YIOTCS
HU3K03HepreTuueckue cmecu (0,75 Kkan/mir) myTeM pa3BeleHHUS U30KaTOPUUHBIX
cMmecel. [leTsM ¢ 3a7epKKOM CTyJia HA3HAYAIOTCSl CMECH, 00OTallleHHbIE TUIIEBBIMU
BOJIOKHamMu (kieryaTtka). Ilpu sBiIeHusx MaibaOcopOUMU, HENEPEHOCUMOCTH
NOJIUMEPHBIX CMeced, aleprum K OelKy KOpPOBBEr0 MOJIOKa, MOTOPHO-
ABAKYaTOPHBIX HAPYIIECHUAX (B TOM YHUCIE, MIPU ractpoldzodareasibHOM pedItokce)
PEKOMEHIYIOTCS ChIBOPOTOYHBIE CMECHM Ha OCHOBE YAaCTUYHOTO WJIM IOJHOTO
ruaponuza. [Ipu comyTcTByromux 3abofieBaHUsAX (caxapHbIM AuaOET, MaTOJIOTHs
JIETKUX, TE€YEeHH, MOYEK) HA3HAYAIOTCA OpraHoclelru(PHUecKHue U CIEeHHATbHBIE
cMecH. [Insg geTed mepBOro rojaa KW3HU BO3MOKHO HCIIOJB30BAHUE CMECEN IS
MaJOBECHBIX W HEJOHONICHHBIX JEeTe ¢ HauOONBIINM KOJIWYECTBOM Oelika,
npencrasienHoro 100% ceiBopoTouHON (ppakiueil.

[Ipy HEBO3MOXKHOCTU THUTAaHUS PEr 0S, HAIMYMK TacTpol3odarecanbHON
pedaroKcHOM 00JIe3HH HAa3HAYaeTCsl 30H0BOE MUTAHHUE MPOJOJDKUTEIBHOCTBIO HE
Oonee 4-x Henmenb. [Ipu BHICOKOM pHUCKE acTHUpAlMM, HAPYIIEHHOM >KeTyI0YHON
MIPOXOIMMOCTH YCTAHABIMBACTCS CIOHAIBHBIN (MMOCTIUIOPUYECKUI ) 30H]T.

Ecnu tpebyetcs 6oJiee npooibKUTeNIbHAs HYTPUTUBHAS TIoiepxkKa (Oosee 4-x
HEeJeNb), TO JOJDKHA OBITh PEKOMEHJIOBaHAa IOCTAaHOBKA TracTpocToMbl. Ilpu
HaJW4Yuu TacTpoldzodareasibHOM pedIOKCHOM 00JIe3HU, HE KOHTPOJIUPYEMOil
0JIoKaTopaMy TMPOTOHHOW TMOMIIBI M AUETOW (3aryCTUTENH, CMECH M 1p.),
PEKOMEHYETCs racTpOoCTOMUSA ¢ (DYHIOIUTMKAIIMEN WIIK €IOHOCTOMA.

B 3aBucuMocTu OT BUa BCKapMJIMBaHUS NTOAOUPAETCS UHIMBUAYAJbHBIA METOT
BBeieHHs. CUIMHT Yallle BCEro MpOBOAUTCA OOIIOCHBIM METOJOM - 1Mo 5-6 pa3 B
cytku B TedeHue 20-30 MuH depe3 TpyOouKy JMOO HITIPUIIEM U «CaMOTEKOM» B
KEITYJOK (30HI) MEXKIY OCHOBHBIMH KOPMJICHUSMH, UMESI TTPEUMYIIECTBA B BUJIE
MPOCTOTHI TPOBEJICHUS, MOOMJIHLHOCTH TAIlMEHTAa, CHUKEHUS BPEMEHHU BBEICHHS
cmecu. OJHAKO HMEETCS PHUCK AaclUpallH, PBOTHI, CIIa3MOB, METEOpU3Ma U
3aJIep’)KKH OMOPOKHEHUsl Kenyaka. B »ToM ciywyae TpeOyeTcss mepuoanYecKoe
(mapuuansHO€) BBeneHHe MO 4-6 YacoB ¢ mepephiBoM Ha 2-3 dwaca ymbo
KPYTJIOCYTOYHOE (ITOCTOSTHHOE KAaleJbHOE) C MHJMBUIYaIbHOU CKOPOCTHIO. JleTsm
¢ nopaxxenueM LIHC Hepenko UCTONb3YIOT IOMOJHUTENBHOE KarellbHOE BBEACHHUE
cMecH B TeueHue 6-12 yacoB B HOYHOE BpEMS, TaK HA3bIBAEMBIM LHUKINYECKHIA
MeTO/] (HOUHAs aJTMMEHTAIINS).

KoHTpoJb 32 NIEPEHOCUMOCTBIO CMECH Ha 3Tarie 1oA00pa SHTEPATIBHOTO MUTAHUS
IIPOBOJIUTCS €KEHENIEIbHO, 3a MoKa3aTeasIMu (PU3MUECKOro pa3BUTHs (Macca Tena,
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POCT, MHAEKC MacChl TeJia, TOJIMHA KOKHBIX CKIIAJI0K) U KIMHUKO-JIa00paTOPHBIMU
napaMmerpamMu (KJIMHUYECKUNA aHaJIW3 KPOBH U MOYHM, OMOXMMHUYECKHN aHaIu3) —
oauH pa3 B Mmecsn. [lo pesymbraraM TpOBOAMTCA KOPPEKTUPOBKA oObeMa H
KAJIOPUMHOCTU cyOcTpaTa MUTaHUs BO N30€KaHUEe TUIEPATMMEHTAlNN U CUHAPOMA
BO300HOBJICHHOT'O KOPMJICHUSI.

HekanopuiiHnas opasibHast ctuMysisinus y naurentoB ¢ AT npoBoaurcs npu Y
ypoBHE orpaHuyeHus wmotopuku no mkanme GMFCS u KIMHMYECKON TSKEeCTH
nanuenTa. CTUMYJSIHUIO MOTYT MPOBOAUTHh KaK MEIUIIMHCKUE PAOOTHUKH, TaK U
JIUIIA TI0 YXOJy 3a PeOCHKOM, IIPH MTOMOIIH JibJa (TepMalibHas ), KyOUKOB (PpyKTOB
(BKycoBass — JIMMOH, aHaHac). I[loompsoTcs COBMECTHBIE MpPHUEMBbl MUIIH,
00JM3bIBaHUE UTPYIIIEK, AIbIEB, 00Ma3aHHbIX B e1e. COBMECTHO C JIOTOIEIOM IIPH
nucharuy IpoBOAUTCS METOJI pa3riaTeiBanus [14].

[Ipy HEBO3MOKHOCTH TOMAJIEP)KUBATh HYTPUTUBHBIN CTaTyC U TUApPOOATaHC C
MOMOILbIO METOJIOB SHTEPATILHOTO TUTAHUS TPOBOJUTCS MAPEHTEPATILHOE TUTAHUE
C YU€TOM BO3PacTHBIX 00beMOB [22].

OO0s13aTeNIbHBIM TIYHKTOM PEKOMEHJAIMN POAUTENIM BO BpeMs KOPMIICHUS
JOJDKHO OBITh COOJIIOJICHWE HAa3HAYeHW HEBPOJIOra, TpaBMaTOJIOra-OpToIie/ia
(Heilpoopronena) Mo MOCTYpaJbHOMY MEHEIDKMEHTY (ITO3ULIMOHHAs Tepamnus) ¢
LHEIbI0 BEpPTUKAIM3alLMK peOeHKa, HOpMalu3aluMyd akTa [pueMa MUY,
NPO(HIAKTUKY PUCKA aCIIMPALMH, OPTONEINYECKUX OCIOKHEHHM.
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9. O0mue NPUHIMIIBI HYyTPUTUBHOM MOJI€P’KKHA IPH MYKOBHCIIH/I03€

B mocneanue roxapl, Giarojgapsi TOCTHXKEHHSM B OpraHU3allUd MEIUITMHCKOMN
MOMOIIM  JACTAM C MYKOBHUCIHMJO30M U HOBBIM TEXHOJOTHUSIM JICUCHUS,
MPOJIOIKUTEILHOCTh JKM3HHU TAIIMEHTOB € JaHHBIM 3a00JICBAaHUSM 3HAYUTEILHO
noBbicwiiack. CoriacHo JaHHBIM peructpa namuueHTtoB P® 3a 2019 rox, meauana
BbDKHBaeMocTH 3a 2015-2019 rr. cocrasnser 33,8 et [1].

BrenrnecekpeTopHasi HEAOCTATOUYHOCTD MOJXKETYA0YHOM KEe3bl MPOSBIIACTCS
y OOJBIIMHCTBA JETEH C MYKOBHUCIHUJIO30M YK€ MPU POXKICHUU WIM B TEPBHIC
MecsIIbl KU3HU. ManbaOcopOIus Kupa TPUBOJUT K OTCTaBaHUIO JIETEH B pOCTeE,
TPYIHOCTSIM ¢ HAOOPOM Beca, a TAKKE K JPUIIUTY KHPOPACTBOPUMBIX BUTAMHHOB
M HE3aMEHHMMBIX JKUPHBIX KHUCIOT. Y 3HAUUTEIBHOTO 4YHCa JEeTe C
MYKOBHCIIUJIO30M OTMedYaeTcs ractpodszodareanpHas pedirokcHas OOJe3Hb H

HapylIeHUsT  MOTOPUKMA  KUIIEYHWKAa.  Hepenku  sSBIGHUS  KHUIIEUYHOU
HEIMPOXOJUMOCTH, BapbUPYIOIIUE OT abJOMUHAIBHBIX OOJIeH U 3amopoB [0
CUHJpOMa IUCTaJIbHOU WHTECTUHAIBHOU O0CTpYKITUU (KuIIeYyHON

HETPOXOJAUMOCTH) ¥ MEKOHHUEBON Hempoxoaumoctu [1].

HyTtputuBHas mnoanepxkka sBisieTcss 0O0sA3aTENbHOW YacThIO MAJTTHATUBHON
MEAMIMHCKON MOMOIIM AETSIM C KUCTO3HBIM (puOpo3oM (MykoBHcLMI030M). B
MHOTOUYMCJIEHHBIX HCCIEAOBAHUAX YCTAHOBJIEHA HETOCPEICTBEHHAs CBA3b MEXIY
COCTOSIHUEM NUTaHus U GpyHKueH Jierkux [1]. HegocrarounocTs muTanus y aetei
C  MYKOBHCIHUIO30M PEKOMEHIYeTCS JAMarHOCTUPOBATh, €CIH  MPOLEHT
COOTBETCTBHS MacChl IO POCTY M MOy MM MacCO-POCTOBOM MHAEKC, (pakTHUecKast
Macca/uaeanbHas macca no pocty u noiay x 100% mensie 90% y nereit, a y
TOJPOCTKOB — €CJIM MHAEKC MacChl Tela cocTaBiuseT meHee 18,5 xr/m2 Ilpu
noka3zatensix Z-SCOre 1Mo WHAEKCY Macchl Tena oT -1 70 -2 cieayeT TMarHoCTUPOBATh
CPEIHETSDKEeNMYI0 HENOCTaTOYHOCTh TMHTAaHHA, a nOpu >-2 —  TDKEIYHo
HEJIOCTAaTOYHOCTh TUTaHUs. PexoMeHJoBaHHas II€JIb HYTPUTUBHOW TMOJICPKKH
JeTel C MyKOBHUCIIMI030M — O0ECIIEUNTh Pa3BUTHE MALMEHTA COTIACHO BO3PACTHBIM
HOpMaM: JIOCTH)KEHHE TMoKa3areiaeil (U3MUecKoro pa3BUTHUS B TpaHuie 25-75
NEPLEHTWIb TOCTIe KOPPEKIMU HyTPUTUBHOTO CTaTyca, peKoMeHayemMas 1eib — o0
nepIeHTHIb [2].

Pexomenmyercs yBenuueHue CyTouyHOTO noTpednaenus kanopuit 1o 120-150% mo
CPaBHEHHIO C HOpPMamH IO BO3pPAaCTy, MPOMOPIHOHATBHOE YyBEIUYCHHUE
noTpeOIeHHs BBICOKOKaueCTBEHHOTO Oetika (20 % OT CyTOUHOTO Kajnopaxka) U )Kupa
(35-40% oT cyToO4HOro Kajopaxka) ¢ ILeJb0 TOJICPIKAHUS aJCKBATHOTO
HYTPUTHBHOTO cTaTyca. J[ins oOecrmeueHus] TMOBBIMICHHBIX JHEPreTUYECKUX
MOTPEOHOCTEN KAJOPUUHOCTDh CYyTOYHOTO pallOHA MAlUeHTaM ¢ MYKOBUCIIUI030M
PEKOMEHIYETCSI PACCUUTHIBATh HE Ha (DaKTHMUECKUM, a Ha JTOJKEHCTBYIOIIHMA BEC C
y4eTOM KaTaOOJMYECKUX MPOIIECCOB MPU XPOHUUECKOM BOCTIATICHUH U UCXOMS U3
nedunmta Maccel Tena [2].

[TarmeHTsl ¢ MyKOBHUCIIMI030M HY’K/IalOTCS B TIOBBIIIIECHHOM KOJIMYECTBE OelKa
BCJIEICTBHE MajababcopOIuu (HapyIIEHHOTO KUIIEYHOTO BCachlBaHUA). B CBs3M C
TUM PalMOH peOeHKa ¢ MYKOBUCIMI030M JOJDKEH COAEpk aTh BHICOKOOEIKOBbIE
HATypalbHbIE TPOAYKTHI (MSICO, TITUIA, PhIOA, MOPETPOAYKTHI, MOJIOKO, TBOPOT,
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CBIp, fla). B KadecTBe IOMONHUTEIHHOTO HCTOYHHMKA O€lKa PEKOMEHIYETCS
UCIIONIb30BAaHUE JICUEOHBIX CMECE /il SHTEPaJbHOTO M JIOMOJHUTEIBHOTO
nuTanus. JlomomHUTensHOE MUTaHue HasHadaroT mo 150-200-250 mu 1-3 pasza B
neHb. K ucnonap30BaHNI0 pEKOMEHIYIOTCS CMECH Ha OCHOBE 1I€JIbHOTO MOJIOYHOTO
Oenka (CTaHAapTHBIE CHEIHATM3UPOBAHHBIE MPOAYKTHI YHTEPAIBHOTO MUTAHHS) C
HOpMaJIbHBIM WJIM MOBBIIICHHBIM COAepKaHHeM Oenka. B ciydae HemocTtaTouHOM
uX A(G(GEeKTUBHOCTH HCIONB3YIOTCI CMECH Ha OCHOBE THAPOJIM30BAHHOTO
MOJIOYHOTO Oelika (Crenraan3upoBaHHbIe MPOAYKTHI YHTEPATHHOTO MHUTAHUS Ha
OCHOBE THJIPOJM30BAHHOTO O€Ka MOJIOYHOW CHIBOPOTKH) C HOPMATBHBIM WIIH
MOBBIIICHHBIM ~ cofiepKaHueM Kanopuil. OO0beM JOMOJIHUTENBHOIO IMHUTAHMS
OTIPENIETISAETCS CTENCHBIO HYTPUTUBHOM HEIOCTATOYHOCTH U alllIETUTOM IallieHTa.
VY neteit mepBoro rojia )U3HU ¢ MyKOBUCITUI030M HE PEKOMEH/TYETCS UCTIOIB30BaTh
3aMEHUTENIM MOJIOKa C HU3KUM cojepkanueM Oenka (1,1-1.3 /100 M) u xupa
(menee 3,51/100 mi1), Tak Kak OHHU HE 00ECIIEUMBAIOT HYTPUTUBHBIE IOTPEOHOCTH
MAIUCHTOB ¢ MYKOBHCIIHI030M [2].

IIpu HenoctatroyHOM mnNpuOaBKE B BECE€ y NALUUMEHTOB € MYKOBHCIHI030M
PEKOMEHIyeTCsI ~ OT/AaBaTh  MPEANOYTCHHE  BBICOKOKATIOPUHHBIM  CMECSM,
COAEp)KallMM B  KauecTBE O KUPOBOIO  KOMIIOHEHTa  CpEIHEIeTIOYeUHBIC
TPUTIHUIIEPUABI U PACTUTEIBHBIC )KUPBI B IMYJIBIUPOBAHHON (pOpME, YTO TTO3BOJISET
YIIYYIIUTh YTUIA3AIMIO )KUPa U CHU3HUTD 03y MaHKPEaTHUECKUX (PePMEHTOB.

JleTssM ¢ MYKOBHCLIMJ030M PEKOMEHJOBAHO Ha3HAYEHHE CMeceld Ha OCHOBE
TUJIPOJIN3aTOB MOJOYHOrO Oelika MpU ajulepru K OeiaKaM KOPOBBErOo MOJIOKA U
BPEMEHHO T0CJIE ONEPATUBHOIO BMEIIATENbCTBA 110 MOBOJAY MEKOHUEBOIO Mjeyca
WM CHH/IPOMA TUCTAILHOW HHTECTUHAIIBHOM 00CTpyKImu [2].

9.1 ArpeccuBHbIe MeTObl HYyTPUTUBHOI MOJIEPKKH J1eTel ¢
MYKOBHCHHI030M
Kak oTMeuaeTcst B KITMHUYECKUX pEKOMEHIANNSX 110 MyKoBucIuao3y (2021) [2],
«arpecCUBHBIM» METOJaM HYTPUTUBHON MOIJEPKKHU y TALUCHTOB C TSKEIBIMU
KIIMHUYECKUMHU MPOSBICHUSIMH MYKOBUCIIM103a OTHOCSITCSI:

1) 30H10BOC IHTEPATBHOE MUTAHUE B BUIC HOYHOU cUNEPATUMEHMAYUU, TePE3
Ha30racTpajbHbIN 30H]1 UM Yepe3 MePKyTaHHYI0 racTpocToMy. C TOMOIIBIO
HOYHOW rumnepaguMeHTauu (JonoiaHuTeasHoro BeeAaeHus 600-1000 kkan B
COCTaBE MUTATEIILHOW CMECH) MOKHO JOMOJHUTEIbHO obecnieunth 30-50%
paccunTaHHOM HdHepromoTrpedHocTd [2]. Hounas rumnepamuMeHTarus,
3aHUMAroIIasl OMNPEJENCHHbIA MPOMEXKYTOK BPEMEHH [ BBEACHUS
MUTATEIBHBIX CMECEH B MEPUOJ HOYHOTO CHA, MO3BOJISIET BBICBOOOJWTH B
pacrnopsIKe JHS MalMeHTa COOTBETCTBYIOIIEE JHEBHOE BpeMsI, HEOOXOIMMOE
JUTSL €r0 00yUYeHUs, COIMaIN3alliy, PA3BUBAIOIINX 3aHITHHI, pEKPEaIMOHHON
U TBOPUYECKOW AaKTUBHOCTH, a TakXe [JIsi TPOBEACHUS HEKOTOPBIX
MEIUIIMHCKUX BMEIIATEIbCTB.

2) IlapeHTepaslbHOE  NUTAaHWE,  IOJHOEC  WJIM  YacTUYHOe.  IlosHoe
napeHTepajbHOe MUTAHWE TOKA3aHO MOCJe omnepaluil Ha KUIEYHUKE, MMPpU
CUHIPOME KOPOTKOM KHIIKHA, TPU Pa3BUTUM OCTPOro IMaHKpEaTUTa.
YacTuyHOoe  MapeHTepalibHOEC  MUTAaHWE  NPUMEHAETCS ¢  IEJbIo
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JOTIOJTHUTEIBHOTO MHUTAHUS TYyTeM HAa3HAYEHUS KUPOBBIX HMYJIbCUM,
TJTFOKO30-aMUHOKUCIIOTHBIX CMECEH, BATAMUHOB.

«ATpEecCHUBHBIE» METOAbl HYTPUTHBHOW TOIJCPXKKHA JUIsl TAIMEHTOB C
MYKOBHUCIHI030M MMOKA3aHBbI:

- MpU OTCYTCTBUM TPUOABKH B MAacce WM CHUKECHHUM MAacChl Tejla B TeUEHHUE 6
MECSIIIEB;

- IpH (PaKTUUECKON Macce Tea pedeHKa HIKe 3-TO NMepLeHTHIIS;

- Ipy (PaKTUYECKOM Macce Tesla HUKe JOJDKHOTO 3HaueHus Ha 15%, i Menee 25-
ro MepIEHTWIS Ha POHE JOMOTHUTEIBHOTO MUTAHUS CTICIIMAIbHBIMUA CMECSAMH.

JIist mpoBelleHHUsT HOYHOM THUMEepaTMMEHTAllUd JIETAM C MYKOBHUCIHUI030M
NPEANOYTUTENIbHA YCTaHOBKA HHU3KONPOPUIHHOM OaUIOHHON TacTPOCTOMBI.
TexHONOruM TracTPOCTOMUYECKOTO TUTaHUS TpPU OKa3aHUU MaJUTHATHUBHOM
MEIUIIMHCKOW TMOMOIIM JETSIM LIUPOKO NPUMEHSIIOTCS B Halled cTpaHe MpH
00s13aTeIbHOM OOYYEHUM POJUTEIICH/3aKOHHBIX TMPEACTaBUTENICH TAIUEHTOB
OCHOBHBIM HaBBIKaM YXO/1a.

«ATpeccuBHBIE» METOABl HYTPUTUBHOU MOIJICPIKKH IMOKA3aIH BEChMa BHICOKYIO
3¢ (HEKTUBHOCTh, B OCOOCHHOCTH Y TAIIMEHTOB C BBIPAKCHHBIMH HAPYIICHUSIMH
HYTPUTHBHOTO cTaryca [1]. OgHako onTHMaIbHBIC METOUKH, CXEMbI ITPHMCHCHNS,
BHUIBI M CHOCOOBI BBEJICHMS IHUTATEIBHBIX CMECEH, CIIOCOOBI 3aMECTHTEIIHHOM
(dbepMEHTHOW Tepanuu IpH MPOBEACHUH 30HI0BOM THITEPATUMEHTAITUN HYKIAIOTCS
B JajbHeMIIeH oTpadoTke [2].
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10. IluTanue gereil ¢ XpOHUYECKONH KUIICYHOH HEAOCTATOYHOCTHIO

10.1. O01mme cBeJeHUA 0 XPOHNYECKON KUIIEYHOH HEIOCTATOYHOCTH

JleTn ¢ KUIIEYHON HEIOCTATOYHOCTHIO, B TOM YHCIIE C CHHAPOMOM KOPOTKOM
KHUIIKW, - CJIOXKHEHIIMH KOHTUHTECHT TMAalMEHTOB, TPEOYIOUIUX IJIUTEILHON U
BBICOKO3aTPaTHOM HYTPUTUBHOMN MOAJACPKKH. Tepmun Kuuieunas
Hedocmamoyrocmoy (KH) o3HadaeT cHukeHUE (YHKIHUU KHUIICYHUKA HUKE TOTO
MUHHAMYMa, KOTOPBIA HEOOXO0IUM JJIsI TOTJIONIEHUS MAaKPOAJIEMEHTOB U/WJIH BOJBI U
AJIEKTPOJUTOB, TPEOYIOIIEEe MMAPEHTEPATIHHOTO BBEACHHUS DJTHUX BEIIECTB IS
nojiep kaHus 310poBbs u/min pocta [1]. [lo mpormecTBuu 3 MecsIeB ¢ MOMEHTa
manudecrammu, KH tpakryercs kak xponndeckas (XKH).

I'pynner 3a6o0nesanuil. 3abosieBanus, comnpoBoxaaronmecs XKH, mMoxHO
pa3ACIUTh IO STUOJIOTUH Ha HECKOJIBKO OCHOBHBIX TPYIIIT:

e cunapom kopotkoil kunku (CKK);
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® TaCTPOMHTECTHHAJIbHBIE  HeWpombllieuHsle  3aboneBanus  (ITMMHM3):
CyOTOTaJIbHbIE W TOTaJbHbIE THUIO- W AaraHrjivo3bl, XPOHUYECKHM
NCEBI00OCTPYKTUBHBINA UHTECTUHAIBHBIA CUHIPOM;

® BPOXICHHBIE U IPUOOPETEHHBIE SHTEPONIATHH;

e spyrue Oosiee peaKue NPUYMHBI — MHOYKECTBEHHBIE KHWIIEUHBIE CBUIIIM,

a0JIOMMHAJIbHBIA KOKOH U T.J.

Knunuuecku XKH nposiBnsiercs:

e ManbabcopOluel (HapyleHue BCaChIBaHUS ),

e MalbHYyTpULIMEH (HApYLLIEHUE MUTAHUA),

e MaJbJUreCTHEN (HapylleHUE IIEpEeBAPUBAHUS),
XKH npuBoauT K pa3BUTHIO HyTPUTUBHOW HEJOCTaTOUYHOCTH, 33JIEPKKE POCTA U K
(OpPMHUPOBAHHUIO LIETOTO PsiAA APYTUX OCIOKHEHUM MyIbTU()AKTOPHOTO FEeHE3a.

BbIpa)keHHOCTh T€X WM HMHBIX KIMHHUYECKUX CUMIITOMOB OIpENeseTcs
(GYyHKUMOHAIBHBIMM W QHATOMUYECKMMH  XapaKTEPUCTHKAMU  KEIyJOYHO-
kuieyHoro Tpakta (JKKT) nmpu Toi uim nHOM HO30JI0TUH.

Hanpumep, ynprpakoporknii BapuanTt CKK, xorma mimmnHa pe3uayanbHON
TOHKOM KHUIIKU cocTaBisieT meHee 10% OT MOMKEHCTBYIONIEH, B COUYETAHUU C
OTCYTCTBUEM TOJICTOM KHIIKH SIBJIAETCS CaMbIM HEOJIarONpUATHBIM BapUaHTOM,
IPOTEKAIOLIUM C TOTAIBHON MaJbAUIeCTHEN U MaibabcopOLueli, 3HaYNTEIbHBIMU
HOTEPSIMU BOJBl U DJEKTPOJUTOB, IOJHOW 3aBUCHUMOCTBIO OT HH(Y3UOHHOM
Tepanuu U napeHtepanbHoro nurtaHus (IIII). Takum ’xe HeOGIaronpusITHBIM
TEYEHHEM COINPOBOXKIAIOTCS BpOXKJIEHHBbIE sHTeponatuu U ¢Gopmel [MTHM3 c
TOTAJILHBIM MTOPAXKEHUEM KUIIEYHOU TPYOKH.

Ilooxo0bl k newenuro. CoBpeMEHHBIC TEXHOJOTHMU JiedeHHUs OoiabHbIX XKH
BKJIFOYAIOT CJIEYIOLIME BUbI MEIULIIMHCKON TOMOIIIN:

® HETPAHCIUIAaHTOJOTUYECKHE,
® TPaHCIUIAHTOJOTUYECKUE.

B  nocnegHee — gecsaTtwiethe  HaOMIOJAETCs  yMEHBUIEHUE — 4YHCIIa
TpaHciutantanuil y aerer ¢ XKH u cyxeHune nepednst mokazaHui JJisl POBEICHUS
Tpancriantanuid npu XKH [2]. Huskas 5- m 10-71eTHSST BBDKMBAEMOCTh Kak
TPAaHCIUIAHTATa, TaK W  PEUUIHEHTA, HEOOXOIMMOCTh  BBINIOJIHEHHUS
MYJIbTUBUCLEPAJTIbHBIX TPAHCIUIAHTALMM, BBICOKMM NPOLEHT PAHHUX W IO3JHUX
IIOCTTPAHCIUIAHTALIMOHHBIX  OCJIOKHEHUH, IOXKU3HEHHAs MMMYHOCYIPECCUBHAs
Tepanus IMOAYEPKUBAIOT IPEUMYIIECTBA HETPAHCIUIAHTOJOIMYECKUX  BUIOB
MeauIMHCKOoM nmomortu AetsaM ¢ XKH [3].

TexHoOrHs HETPAHCIIAHTOJIOTHYSCKOM MEIUIIMHCKOW ITOMOIIM OOJBHBIM
XKH ckmagsiBaeTcst U3 B3aUMOCBSI3aHHBIX METOIOB:

® HYTPUTUBHAS MOIJECPKKA B YCIOBUAX CTAllMOHApA HA JIOMY;

® OIEpaTUBHOE JICYEHUE XUPYPTUYECKUX 3a0o0sieBaHUM KKT

b

COIPOBOXKIAIOIINXCS XKH (cunapom KOpPOTKOM KUILIKH,
raCTPOMHTECTUHAIbHBIE HEHpPOMBIIIEUHbIE 3a00J€BaHUsA, KHUIIEUYHbIE
CBUIIN);
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e MeIUKaMEHTO3Has Tepamnus, HampaBJeHHAas Ha YMEHBILICHUE
BBIPAKCHHOCTH SIBJICHUM KUIIIEYHOM HEIOCTATOYHOCTH;

® [IPOTHO3MPOBAHUE, IPEBEHTUBHAS TEPAIUs U JICYECHUE OCJIOKHCHUN;

® MEIMKAMEHTO3Hasl Teparnus, HalpaBJICHHAs HAa CTUMYJISILIHUIO IPOILIECCOB
ajanTallid  KUIICYHUKA (MPUMEHEHHWE CHHTETHYECKUMX  aHaJOroB
TJIIOKAroHOMoA00HOI0 MenTHaa-2).

[Ipu pa3HbIX HO30JO0THYECKHX (OpMax MPUMEHUMBI CBOM KOMOWHAIIUU
npe/cTaBIeHHbIX oniuii. Hanpumep, y nayuenmog c 8posicoennotl smmeponamueti.
JUIMTEIbHOE WM TOKU3HEHHOE JICYEHUE C HCIIOJIb30BAaHUEM IAPEHTEPAIbHOTO
nutanus (III1) Ha noMy, UHAUMBHIYaNbHBIA TONOOpP JHTEPATHLHOTO MHUTAHMS,
MEIMKAMEHTO3Hasl Tepanusi, HalpaBICHHAs Ha YMEHBIICHHE BBIPAKEHHOCTH
MajgpaOCoOpOIMK,  MPOTHO3WPOBAHWE W YIpaBIEHHWE  IMOTEHIMATLHBIMU
OCIIOKHEHUsIMU. V mnadenyes ¢ CKK, yunThiBas NOTEHIHAIBHYIO BO3MOXHOCTb
pocTa pe3uiyaabHONM TOHKOM KUILKHU B IJIMHY HA NPOTSHXKEHUH TIEPBBIX JIET KU3HU:
IIPOBEICHHUE MAPEHTEPATBHOIO MUTAHUS POAUTENISIMU Ha IOMY O]l TUHAMUYECKUM
HAOJIOICHUEM JIETCKOW TOJMKIMHUKA WU BBIE3JHON MNaTPOHAXXHOW OpHrajsl
NaJUIMATUBHOW MOMOIIM JIETAM (€ciau y peOeHKa eCTh MOKa3aHUs JUIsl OKa3aHUs
NaUIMATUBHOM TOMOIIM); TMPU OTCYTCTBUM B TEYEHUE TOJyTOpa-IBYX JIET
MPU3HAKOB BOCCTAHOBJICHUS CIOCOOHOCTHM YCBawMBaTh MHINY 3HTEPATBHO —
BBITIOJTHEHNE ayTOJIOTUYHON PEKOHCTPYKIIMU KUILIEYHUKA; TIOCTENIEHHAs! PeayKIUs
n orMmeHa [IIl mpu MOBBIIEHUN SHTEPATBHON TOJEPAHTHOCTH MOCIE OINEpalUU
(1aHHBIN pe3ysbTaT JOCTIKUM Y jAeTel ¢ OmaronpustHeiMu Bapuantamu CKK). V
Odemeu ¢ ynempaxopomkumu eapuanmamu CKK, a maxoce y 0O0onbHbix C
MOMANbHLIMU POPMAMU 2ACMPOUHMECMUHATLHBIX HEUPOMbIULEYHBIX 3a001e8aHUT
(I THM3): JUTUTETHHOE/TI0KU3HEHHOE JICYEHUE c HCMOJIb30BaHUEM
NapeHTEPATLHOTO MUTAHUSI B JOMAIIHUX YCJIOBUSAX — 3TO TEXHOJOTHUS MPOJICHUS
YKU3HHM; TIPU 3TOM XUPYPIHUUECKOE JICUEHNE HAPABIEHO B OCHOBHOM Ha yJIy4llIeHUE
KaueCTBa KU3HMU.

10.2. HyTpuTHBHAs NMO/A/IeP:KKA MPU XPOHUYECKOI KUIIIeYHOH

HEAO0CTATOYHOCTH

OcHoBOl Bcero koMmiuiekca JyiedeHus: nanueHtoB ¢ XKH sBisieTcss BO3MOXKHOCTB
aJICKBaTHOM JUJINTEJIbHOM HYTPUTHBHOW IMOJJECPKKH B YCJIOBHUSX CTallMOHApA HA
nomy. Ilo naHHBIM 3apyOE€XHBIX aBTOPOB PACIPOCTPAHEHHOCTH JIOMAIITHETO
MapeHTEePaJIbHOIO MUTAHUS B COBPEMEHHOM MUpPE BapbupyeT oT 9,6 no 14,1 nereit
Ha MWUIKMOH [4]. B HacTosiniee Bpemsi B PO qiuTenbHOE MapeHTepaaibHOE MUTaHUE
Ha JIoMy noay4daroT okoJio 200 nereit ¢ paznuunbiMu Bapuantamu CKK u TTHM3
(cBeaenust Poccuiickoro perucrpa AeTeil ¢ CHHIPOMOM KOPOTKOM KUIIKH).

HytputuBnas nonnepxkka y nauueHtoB ¢ XKH B oOs3aTenbHOM mopsiake

BKIIIOYAET 08e cocmasasaowue: SHmepaibHoe U napeHmepaibHoe NUmaHue.
OnmumanbHulli pexcum U cOCmag HympumueHoUu no00epiHcKy OJ0NPAIOTCS
WHJUBUAYAJIBHO U 3aBUCST OT:
e BO3pacTa MalKleHTa,
e npuunHbl XKH,
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e Tiepuoja XU3HU (TIOCICONEPANMOHHBIN TIEPUOJI, MOMEHT 3aTsHKHOTO
SMHU30/1a  MHTECTUHAJIBHOW  TICEBAOOOCTPYKIMH €  KIMHHUKOU
HEMPOXOJAMMOCTA TOHKOW WJIM TOJICTOM KHWIIKH TPH OTCYTCTBUHU
MEXaHUYIECKON OOCTPYKITUH, T.1T),

® HaIMYMUS OCJOXKHEHUH (00OCTpEHHE DSHTEPOKOJIUTA, CHHIPOM
M30BITOYHOTO OaKTEepUabHOTO pocTa, D-1akrar anumao3 u T.1).

10.2.1. DHTepabHOE IUTAHUE

[long oumepanvHbiM numaHuem TIOAPA3yMEBAIOT Kak MEpOpajbHOE
KOPMJICHHE, TaK U BBEJICHUE MUTATEIbHBIX HHIPEAUEHTOB YEPE3 30H1, FACTPOCTOMY
WIM €IOHOCTOMY [5]. DHTepanbHOE MUTAHHWE SIBISETCS MOILIHBIM CTUMYJISTOPOM
MHTECTUHAIBHOM amantauuu. Y gered ¢ XKH B ucxome Xupypradeckux
3a0oneBanuii JKKT »sHTepanbHOE NHUTaHME B MUHUMaIbHOM o00BeMe (25
KKaJI/KT/CyTKH) PEKOMEHJyeTCs HauuMHaTh KaK MOXHO paHblle, TpUYeM
NPEANOYTEHUE CIEIYET OTIAaBATh HENPEPHIBHOMY PEXUMY BBEICHUS MUTAHUS C
IOCTEIIEHHBIM YBEJIMUEHUEM 00beMa: HallpuMep, AJIsl peOeHKa EPBOro ro/1a )KU3HU
npuemsieMo yBenuueHue Ha 1 i /dac/menp [6]. [lpu mosBieHMH TPU3HAKOB
HOBBILICHUS] YHTEPAIBHON TOJIEPAHTHOCTH (OTCYTCTBUE PBOTHI, OOUJIBHOTO CTYyJa
o0reMoM Ooiiee 40-50 Mr/Kr/cyTKH, B3AYTHS )KUBOTA C pa3BUTHEM a0 JOMUHAIBHOTO
00J1€BOro CUHApPOMAa) BO3MOXKEH MEPEXO0]l Ha MepopanbHOE KOPMIIEHUE, KOTOPOe
MO>KHO COYETaTh C SHTEPAIBHBIM IUTAHUEM YEPE3 racTpocTomMy [7].

I'pyonoe monoko BASETCA Ty4IIUM MUTAHUEM JJI MTALIUEHTOB MIEPBOTO TOJa
KU3HU C xupyprudyeckumu 3adoneBanusamu JKKT, mporekatomumu ¢ XKH.
B03MOKHBI KOMOMHAIIMY TPYIHOTO BCKaPMIIMBAHUS U KOPMJIEHUS! UHANBUY AJIBHO
01I00paHHBIMU numamenbHbLMU cMeciaMu. Pannomu3znpoBaHHbIE
KOHTPOJIMPYEMbIE€ HCCIEIOBAHUS HE OOHApYXWIM pa3inuui B abcopOuuu mpu
MCIIOJIb30BaHUU MTOJTUMEPHON U onuromepHoit opmyin y aereit ¢ CKK [8].

CoBpemenHas konyenyus dsumepaivrozo y oemetl ¢ CKK 3akito4aeTcs B:

® JCIOJB30BaHUU Pa3HOOOPa3HON HHIMBUAYAIBHO OA00PaHHOM MUY,
® CBOEBPEMEHHOM BBEJICHHH IMPUKOPMOB HE MO3KE, YeM B 4-6 MecsI1IeB,
® POPUIAKTUKE HAPYIICHUI MPOLIECCOB KEBAHUS U TJIOTAHHUS.

JIns nereut crapiue rojja MUTaTEeIbHbIE CMECH PEKOMEHIOBAHO ITPUMEHSTH B
Buse cununea («sip feeds») mMexmy OCHOBHBIMHU NMpUEMaMH MUILKA JTUOO B BUE
HOYHOM HYTPUTHUBHOW MOIJEPKKH dYepe3 racrpocrtomy. llanmeHTsl crapiueit
BO3pDacTHOM TpYINIbl 4Yalle BCEro CcaMU BBIOMPAIOT CMECh JUJIsl CHIIMHTA,
OPUEHTHUPYSICh HA CBOU BKYCOBBIE IPUCTPACTHSI.

JlokazaHO, YTO MEJIEHHAas! ¥ TOCTOSIHHAsE CKOPOCTh MH(Y3UN MUTATEIbHOM
CMeCH MPHU KOPMJICHUH MallMEHTOB Yepe3 raCTPOCTOMY CIIOCOOCTBYET YBEIMUEHUIO
abcopOmmu TunuA0B, Oenka u YHepruu [5,9]. g HenpepbIBHOTO KOPMIICHHUS Yepe3
racTpOCTOMY B YCJIOBHUSX CTal[MOHapa Ha JoMy YyJaoOHee u Oe3omacHee
UCIOJIb30BaTh HAcoC JJisi BBeACHMsS mUTaHUsl. CKOPOCTh BBENIEHUS MUTATEIbHOM
CMECH Yepe3 racTpoCTOMY HE JOJKHA MPEBBIIIATh a0COPOIMOHHYIO CIIOCOOHOCTD
10 BO3pacTy.
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[IpenmouTuTenpbHee MCIHONB30BaTh H300CcMoOJIsUIbHBIE cMecu  (300-350
MOcCM/Kr), Tak Kak (OpMyJibI C BBICOKOM OCMOJSUIBHOCTBIO —(HAaImpuMep,
HU3KOMOJIEKYJISIPHBIE TUEThI) MOTYT YCUIIUBATh JUAPEHHBINA CHHIIPOM.

Ilayuenmam ¢ Xxponuueckou KuuleyHol Henpoxooumocmoio Ha gone I UHM3
TaKK€ PEKOMEHJIOBAHO »JHTEpPAJbHOE TNUTAHHE B paMKax WHIUBUAYaJIbHO
MOI00OPaHHON AMETHI TUTFOC CHUIIMHT MUTATEIhHOW cMecH. OmmMO0YHO TyMaTh, 4TO
AMU30/bI MHTECTUHAIBLHOW TCEBA00OCTPYKIIMA KAKUM-TO 00pa30M CBSI3aHBI C TEM
WIM WHBIM THUHIEBBIM TpoaykToM. [IpoOnembl oTkaza OT eapl u3-3a OOS3HU
BO3HMKHOBEHHUSI OYEPETHOTO 3MH30Ja HHTECTUHAIBHON TMCEBIOOOCTPYKIIUU Y
NAlMEHTOB CTapIIero Bo3pacTta TPEOYIOT NPHUBJICUEHUS TICUXOJIOTOB  JIs
COBMECTHOTO pelieHusi BO3HUKIIMX Tpobiem [10]. Hanuume ractpocTombl Juis
O0onpHBIX C¢ ToTanbHbIMH (opmamu [TMHM3 sBasiercss oOs3aTeNbHON OMIIMEH:
racTpocToMuueckasi TpyOka HyXHa W I JOMOJHUTEIBHOTO (PpaKIUOHHOTO
BBEJICHUS NTUTATEIbHOM cMecH, U 11 gekomipeccun XKKT.

s 6onbHbIX ¢ 8PONHCOEHHBIMU SHMEPONAMUAMY Yalle BCErO MPUMEHSIOT
MOHOIIUTAHUE CMECBHIO-TUJIPOJIM3aTOM C TIOCTENECHHBIM, OYEHb OCTOPOKHBIM,
pacUIUpPEHUEM JTUETHI.

10.2.2. IlapenTepajbHasi HyTPUTUBHAS NMOIEPKKA.
Jns mpoBeneHUsT MApEHTEPATBHOTO MUTAHUS amMOyJaTopHO (0Oy4YeHHBIMU
POAUTENSIMU Ha JIOMY 10/ HAOJIOICHUEM YUYaCTKOBOTO TleIaTpa Uil NpU HATMYUU
MOKA3aHUM 11 OKa3aHWsl MNaJUIMATUBHOM MOMOIIM — COTPYAHUKOB BBIC3IHOMU
NaTPOHAXKHOM  Opuraipl MNaUIMATUBHOM  MEAMIIMHCKOM  TIOMOIIM  JCTSIM)
HEO0OXOUMBI 4 OCHOBHBIX VCIIOBUSL.
® [OCTOSIHHBIN LIEHTPAIbHBIA BEHO3HBIN TOCTYII C MOMOIIBIO EHTPATBLHOTO
BeHo3HOTO KateTepa (I[BK),

e 10700paHHas cXxeMa MapeHTepaAIbHON HYTPUTUBHON MOAJIEPHKKH,

e 00y4YeHHBI W BHEAPEHHBIN B cuctemy jaomainHero [1I1 yxaxuaromuii
WJIU CaM MAaIUEHT,

® HAJIWYKE JIEKAPCTBEHHBIX NPENapaToB U MEAULIMHCKUX U3JICIUN.

Ilocmosnnviti I[[BK >xxu3neHHo HeoOxoaum s marueHToB ¢ XKH. Jlersm
MEePBOIO T0Jla KU3HU U MAlUEHTaM, HYXXIAIOIMMUMCS B €XKEIHEBHBIX UHPY3USIX U
JUTUTEILHOM JIGYEHHU B CHUCTEME JOMAIIHEro MapeHTepaJbHOTO MUTAHUS,
PEKOMEHJ0OBaHA  YCTAHOBKAa  TYHHEJIMPOBAaHHBIX  oxHompocBeTHhIX  [[BK.
[TarmeHTaM cTapiiero BO3pacTa, MOJMYYAKOIIMM NAPEHTEPAIIbHOE TIUTAHUE B
MOACP>KUBAIOIIEM PEKUME, BOZMOXKHA UMIUTAHTAIMS BEHO3HBIX OPT-CUCTEM.

Ilocneocmeusi mHo20Kpamuulx Kamemepusayuil ¢ yTeper OOJbIIMHCTBA
JOCTYIHBIX JJISI KaTeTEpPHU3allMM LEHTPAJIbHBIX BEH — OJIHO M3 CaMbIX TSXKEIbIX
OCJIOKHEHHUM, ONpeenstollee noka3anus K Tpancmiantauuu [11]. B cBs3u ¢ atum,
BOIIPOCHI KaTETEpU3aLMM, YIAJICHUs WM 3aMeHbl nocrosHHoro L[BK crmenyer
pemaTh KOJUIErHalbHO U CTPOT0 MHANBUYATbHO B KAXKJIOM KOHKPETHOM CITydae.

Cmanoapmuzayus npomokonos sxkcniyamayuu u yxooa 3a I{BK crnocoOcTByeT
CHIKCHUIO TIOTCHIIMAJILHO OMACHBIX WH(MEKITMOHHBIX U TPOMOOTUYECKHUX KaTeTep-
aCCOIMMPOBAHHBIX OCJIOKHEHUM. DTO OmpesesnseT He00X0IUMOCTh KauyeCTBEHHOM
MOATOTOBKHU YXa)KUBAIOIINX JIUI] WJIM CAMOT'0 MaIlMeHTa JJIsl IJTUTEILHOIO JICUCHHUSI
B CTAlIMOHAPE HA JIOMY.
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Cpeonsas npoooadxcumenbHoCcms  obyuarowe2o Kypca oaumcs 4 Hedenu W
POBOAUTCSA MIEPCOHATIOM, UMEIOIIUM OTBIT Pa0OTHI C JAHHOW KaTeropuei 00JbHBIX.
[IpoBepka HABBIKOB BKJIFOYAECT:

® [IpaBWJIa ACEITHUKU U aHTUCETITUKH,

® [PUTOTOBJICHUE PACTBOPOB JUIsI MApEHTEPAIbHOTO TUTAHUS U
WH(Y3MOHHOH Tepanuu,
MOJIKJIFOUEHUE U OTKJIIOUYEHHE OT HH(Y3HUH,
cOopka 1 yTriIu3anus nHQY3MOHHBIX JTUHUH,
yxo0/ 3a noctostiubiM [IBK,
yCTaHOBKa OECKpEHOBOM HWIJIbl TUIMA WIibl ['ybepa s MalMeHTOB ¢
BEHO3HBIMU MTOPT-CUCTEMAMH,
YXOJ1 32 TaCTPO- U KUIICUHBIMH CTOMaMH,

® KOMMYHUKATHUBHBIC HABBIKH YXaKUBAIOIIIETO,

® JICHCTBUS B KPU3UCHBIX CUTYyaIUsX.
[Tocne ycmemmHoO CAaHHOTO 3K3aMEHa elle pa3 OOroBapHUBAIOTCS aJTOPUTMBI
JEUCTBUS MPHU TEX UM UHBIX YPE3BbIUAMHBIX OOCTOSITEIbCTBAX.

[IpoBenennn mapeHTEPaTbHON HYTPUTUBHOM TOMJEPKKH B  YCIOBUSIX
CTallMOHAapa Ha JIOMY BO3MOXXHO TOJBKO MPHU HATUYHH PACXOOHbIX MAMEPUANO8 U
UH@Y3UOHHBIX Hacocos. MeTUIIMHCKas almnaparypa J0JKHa ObITh TPEeIBAPUTEILHO
YCTaHOBJICHA U MTPOTECTUPOBAHA.

[ToMrMO CTaHIAPTHOTO KOMIUIEKTA COCTABISIONINX, HEOOXOIUMBIX JIJIsl cOopa u
NOAKII0YeHUsS MHPY31H, 00513aTENBHO PEKOMEHYETCS MCII0JIb30BaTh:

e uH(}y3uOHHbBIE QUIBTPHI,

® aCMUpAIMOHHBIC KAaHIONW IS 3a00pa W UHBEKIHMH  KUJKHX
JIEKapCTBEHHBIX CPEICTB,

® KPBILIKU-CTOMIEPHI, MPEMATCTBYIOMIME 00paTHOMY pedIIOKCY KPOBH.

BrayTpuBeHHBIE GUIABTPHI TPEAOTBpAIIAOT WHQY3UIO TBEPABIX YaCTHII,
MUKPOOPTaHU3MOB, SHJOTOKCHHOB M BO3ayXa. J[okazaHo, YTO MMeEeT 3HAYCHUE
pacriosnoxxenue guibTpa: uem ommke GuibTp pacnosnoxkeH k [IBK, Tem Boltie ero
dbunbTpanoHHas crnocooHocTh [12]. Mcnonb3oBaHue acnUpalMOHHBIX KaHIOJb
(MUHHU-CTIAK) BO BpeMs NMPHUTOTOBJICHUS] WH(DY3HMOHHBIX PACTBOPOB 3HAYUTEIHHO
CHUKAET PUCK MUKPOOHON KOHTaMUHAIUH.

[Taiuent ¢ XKH pomxen ObITh oOecriedeH pa3HbIMH HUH(PY3MOHHBIMU U
HIMPUIIEBBIMA HACOCAMU B 3aBUCUMOCTH OT BHJIa MOA0OPAaHHOTO MapeHTEePaTHLHOTO
MUTAHUS:

® [IpUM WCIOJH30BAaHUM CTAHJIAPTHBIX MHOTOKAMEPHBIX KOHTCHHEPOB C
MapeHTepaAbHBIM MMUTAaHUEM «BCE-B-OJJHOM», KaK MPaBUII0, HEOOXOAMMO

08a  BonOMEempuUYecKUx UH@Y3UOHHBIX Hacoca — JJI1  BBEIEHUSA
MapeHTepaJbHOrO0 TMUTAaHUST W Uil  BBEICHHS  TJIFOKO30-COJIEBBIX
pacTBOpOB;

® [IpU UCIOJIB30BAHUU MEIIKOB C WHIUBUIYAIbHO MPUTOTOBICHHBIM
NapeHTepaJbHbBIM IMTAaHUEM, KaK IIPaBHJIO, HEOOXOIUMBI  O0OUH
BONIOMEMPUUECKUl U OOUH WNPUYEBOl HAcOoC, TMPEeAHA3HAYECHHBIN IJIs
BBEJICHUSI )KUPOBBIX AIMYJIbCHM.
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Huuyuayusa u  paspabomka UHOUBUOYANLHOU CXeMbl NAPEHMepPalbHOU
HYMPUmMueHou MOJAEPKKU JOJKHA OCYLIECTBIATHCS B YCIOBUSAX CTAlMOHAPA, I1O]
KOHTPOJIEM CIHEUUATMCTOB, HMMEIOUIMX ONBIT MPOBEACHUS MapeHTEPaIbHOrO
nutanuss 'y OonpHeIX ¢ XKH. Heob0xogmmo DOMHUTB, 4YTO JUIMTEIIBHOE
UCIIOJIb30BAaHUE  CTAHJAPTHOIO  MAPEHTEPAIbHOINO MNUTAHUS  MPEAIoJaraeT
nepepacueT HYyTPUEHTOB B BBOJAMMOM OOBEME: y JeTed NEpBBIX JIET KHU3HU
UCITOJIB3YIOT OIPEACIICHHBIN 00heM U3 TOTOBBIX KOHTCHHEPOB OOIBIINX 00HEMOB.
[Ipu 5TOM HapyIIArOTCs ONTUMAJIBHBIE IPONIOPLIY KOMIIOHEHTOB IIAPEHTEPAILHOTO
NUTaHWs, [PABUIBHOE COOTHOIIECHUE OesloK/3Heprus. ['0ToBblE KOHTEWHEPHI
COJIEpKaT MEHBIIIE YIIIEBOIOB U 3JIEKTPOIIUTOB, YEM OOBIYHO TPeOyeTCsl peOEHKY C
XKH. /lanHble 00CcTOATENBCTBA O0YCIOBINBAIOT HEOOXOAUMOCTh B MAPAIIJIEIIBHOM
BBEJICHUM HEJIOCTAIOIINX KOMIIOHEHTOB [13].

NuauBuayanbHO pa3pabOTaHHOE MApEeHTEpPAIbHOE IUTAHUE SBISIETCS
JY4YUIUM PELIEHUEM JJI1 MAalWEHTOB MEPBBIX JIET >KU3HU, JE€TEH CO CIOKHBIMHU
BapuantaMmu CKK wu 118 mnDanmueHTOB € OCJOKHEHUAMH, TPEOYIOIIHUMHU
nepconanuznpoBanHeix cxem Il [14]. Hanpumep, napenTepanbHOE NUTaHHE U
nH(Y3UOHHYIO Tepanuio s pedeHKa mepBoro roja xxu3au ¢ Bapuantom CKK < 30
cM 0€3 TOJICTON KHILKH, HEOOXOJAMMO PacCCUUTHIBATh C YYETOM OOJIbIIMX MOTEPh
BOJIbI U AJIEKTPOJIUTOB, BBICOKOM IKCKPELIMHA HE BCOCABILIMXCS KUPOB U YIIEBOAOB.

Hnuyuayus napenmepanvpnozo TWTaHWA BO3MOXXHA  TOJBKO  IMOCTE
YCTPAaHEHHsI BOJHO-3JIEKTPOJIMTHBIX HApPYIICHWA W BOCCTAHOBIIECHHS KHCIIOTHO-
menouyHoro  Oamanca. Bo  u3bexxanume  pasBuTus  pedUIUMHT-CHHIpOMA
(MeTabonuyecKkue HapyLIEHUs, BO3HHUKAIOUIUE B pe3yjibTaTe BO30OHOBIICHMUS
NUTaHWsl y TALMEHTOB IOCIE JJIMTENBHOrO rojojanus), mauueHtam ¢ XKH
PEKOMEHIOBAaHO MOCTENEHHOE BBEACHHE DHEPreTUUYECKUX CyOCTpaToOB M IUIABHOE
YBEIUYECHHE KAIOPUMHOCTH NApeHTEPaIbHOrO NMUTAHUS. Monumopune nayuenma
BKAOYAEM:

e [Iiepe/ HAa4YaJlOM NMapeHTEePaJbHOr0 MUTAHUSA U B TE€UEHUE NIEPBOIl HEAEIH €ro
MPOBEICHUS] — E€XKEAHEBHBIN KOHTPOJIb 3JIEKTPOJMTOB CBHIBOPOTKH KPOBH
(bocdhop, marumii, kanui, HATPUH, KaJIblU), KHUCJIOTHO-IIEIOYHOTO
paBHOBECHS;

e Jjanee EXEHENENbHbI KOHTPOJIb OMOXMMHYECKHX IOKa3zaTeled KpoBU
(arbOyMUH, MOUYEBHHA, KPEATUHHUH, TIIIOK03a);

e 0 Hayaja MapeHTEPAJbHOIO TMUTAHUS M Ha OJTanax HapalluBaHUS
COCTABJISIIOUIMX — HCCIEAOBaHHE cepaedHo-cocyauctoi cucrteMbl (OKT,
OXO KT ¢ onpenenenueM (pakimy BIOpoca).

B MOMEHT MHMIMAIMU TAPEHTEPATIBHOTO MUTAHUSI UCTIOJB3YIOT 06a pedcumda
[15]:

o )y necmabunvusix boavHuix ¢ XKH — nenpepuwignsiii peosrcum mapeHTepaIbHOTO
NUTAHUS C TIOCTENIEHHBIM COKpAIllEHUEM 4acOB MH(Y3UU MapeHTEePaTbHOIO
NUTaHMS 110 KOHTPOJIEM J1JaOOpaTOpHBIX MMOKa3aTesei;

® ) CcmadunrbHbLIX NAYUEHMO8 — YUKIUYECKUll pedcum TIapeHTEPaTbHOIO
MUTaHUsA, TMO3BOJSIOMIUNA HM30€XKaTh MOCTOSHHON CEKpelUUH HHCYJIUHA U
YPE3MEPHOTI0 JIMIIOHEOT€HE3A, YTO SABJISIETCSA IPEBEHTUBHON MEPOM Pa3BUTUSA
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3a00JieBaHUsl TEYEHU, ACCOLMMPOBAHHOIO C MOPAKEHUEM KHIICYHUKA;

IMUKIIAYECKUA PEXKUM TMapPEHTEPATBHOTO TMHUTAHUS TIO3BOJISIET MPOBOAWTH

aJIeKBaTHYIO COIMAIBHYIO aJalTalui0 ManueHTa (MHQPY3us B BEUEpHEM U

HOYHOM pEXHUME OCTaBISCT JHEBHBIE Yachl MJS TOCEIIEHUS JETCKHUX

JIOTIIKOJIBHBIX U MIKOJBHBIX YUPEKICHUN ).

Onepeemuueckas nompebnocms 'y nanueHtoB ¢ XKH ckinagsiBaercs u3
ypoBHs1 ocHOBHOTO oOMeHa (basal metabolic rate, BMR), sneprun, HeoOXoaumon
JUIsl TepMOTeHe3a, (PU3NYECKOM aKTUBHOCTH, POCTAa U KOPPEKIMU HYTPUTUBHOMN
HegoctatrouHocTu. M3mepenrie BMR HeBO3MOXkHO y OoJblIMHCTBA JieTed. B cBsi3u
C OTUM I PAcUETOB HCIOJIB3YIOT 3HAYEHUE DHEPruu MOKos (resting energy
expenditure, REE, kkan/cytku), kotopoe Ha 10% oTiaudaercst OT ypOBHS OCHOBHOTO
oOMeHa u BbicuuThiBaeTcsi mo ¢opmyie Schofield. OOmue sHepreruueckue
noTpeOHOCTH 1A TspKeno0o0sbHBIX nanueHToB ¢ XKH = REE x 2+0,3 [7].

[Ipu cocTaBieHnr CXeM MapPEHTEPATBHOTO MUTAHUS HEOOXOIUMO YUUTHIBATh
MHO>ECTBO pazHooOpa3Hbix (akTtopoB. Hampumep, pacuem nompednHocmu 6
HCUOKOCMU U INEeKMPOIUMAx CKIAAbIBACTCS U3:

® CTaHJAPTHBIX CYTOYHBIX MOTPEOHOCTEH,

® CocTaBa UM 00bEMa MOTEPh KUJIKOCTH/IIIEKTPOIUTOB CO CTYJIOM WUJIU 11O
CTOME,

® TEKyIUX KIMHUYECKUX OOCTOSTENbCTB (TOBBIIMICHUE TEMIIEPaTypHl,
AKCHKO3, JAOMOJIHUTEIBHOE OTAEISAEMOE O KEIyJA0YHOMY 30HAY WIH
racTpOCTOME, U T.J).

Oco0oe 3HaUeHUE YACNAETCA 8b100DY HCUPOBLIX IMYAbCUU ISl TAUEHTa C
XKH: pekoMeH10BaHO MPUMEHEHUE KUPOBBIX IMYJICUH, COAEPKAIIUX PA3JINYHbIE
CMECH COEBOTO U OJIMBKOBOTO Macell, CPEIHEIEeTNOYEeUHBIX TPHUTIHIEPUAOB U
pbiObero kupa. JKupoBble 3MyJIbCHMM Ha OCHOBE COEBOIO Macijia BIUSIOT Ha
(GYHKIUIO MEYEHM H3-32 3HAUUTENBHOIO COJAEPKAHUS (PUTOCTEPOJIOB, KOTOpHIE
BMEIIIMBAIOTCS B Mepeaady CUTHAIOB (papHe30uTHOTO X-perenTopa B renaTonuTax
Y CHIDKAIOT TPAHCIIOPT JKEITYHBIX KUCIIOT, & TAK)Ke OOJBIIIOro KOJIMYeCcTBa oMera-6
MOJIMHEHACHIIIEHHBIX ~ KupHbIX  kucinoT  (PUFA), kortopeie  siBIsitoTCA
Npe/IIeCTBCHHUKAMHU TPOBOCIIAIUTEIBHBIX IIMTOKUHOB [16-18].

Ommena napenmepanrbHo20 numManusi BO3MOXHA TOJIBKO y MAllMEHTOB:

® C XOpOUIEH TEHAEHUNEN K YBEIUYEHUIO SHTEPAIBHON TOJIEPAHTHOCTH,
® C BOCCTAaHOBJICHHBIM HYTPUTUBHBIM CTATyCOM
® C ONTUMATHHBIM SHTEPATHHBIM MTUTAHUEM.

Peoykyuro mapeHTepallbHOTO TUTAHUS TMPOBOIAT MOCTETICHHO, HAYMHAS C
YMEHBIIIEHUSI €ro KaJlopaka M TEpexoJii K COKPAIEHUIO KPAaTHOCTU BBEACHUS
MapeHTEepPAIbHOTO TMHUTAaHWS B TEUYCHHWE HeIeldu. YOCIUBIIUCh B COXpaHEHUH
XOpOIIIETO  HYTPUTUBHOTO  CTaTyca Ha  TOJJCPKHUBAIOIIEM  pPEKUME
MapeHTePAIbHOTO MHUTAHUsA, JACNaloT MOMBITKY MOJHOCTHIO OT HETO OTKa3aThCs. B
Clly4asX HapacTaHWs HYTPUTUBHONH HEAOCTATOYHOCTH WU TIPH Pa3BUTHH
MHTEPKYPPEHTHBIX 3a00J€BaHUM, BIJIEKYIIMX 3a COOOM yXyJjlleHue OoOIIero
COCTOSIHUSI, CTIEIYET He3aMeITTUTENIbHO BEPHYTHCSI K MAPEHTEPATHHOMY IMUTAHUIO.
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CnenyeT NOMHUTb, B IEPUOJ HHTEHCUBHOTO POCTA HOOPOCMKU HYKIAKOTCS B
JIOTIOJIHUTEIHHON HYTPUTUBHON MOAEPIKKE U3 pacdera mpuMepHo 29,6 KKaJl/KT B
JI€Hb. ODTO MO3BOJIAET MOJIJEPKUBATh BEC M WHULMHUPOBATH IMEPUOJ IMOJOBOrO

CO3pEBaHMSI.

PEKOMEHI0BAH BO3BPAT K ITAPEHTEPAIBbHON HYTPUTUBHOU MOIEPIKKE.

10.2.3. IloreHunaabHbIE 0CH0:KHeHUs Y 001bHBIX ¢ XKH
[IporHo3upoBaHrie M NPEBEHTUMBHASA TEpAMUs OCIOKHECHHM MPEIACTABISIOT
coOOM Ba)KHBIM acneKkT B JieueHMH OonbHBIX ¢ XKH. MMeHHO ocCiIoXKHEHUS
SABJISIFOTCSI OCHOBHOM TPUYMHOW JIETAJIBHBIX HMCXOJIOB, OMPEACISAIOT MOKa3aHUs K
TPaHCIUIAHTAIIMH, BIUSIOT HA IMPOTHO3BI U UCXObI 3a00JieBaHusA. B KinHUYECKON

MIPaKTUKE UCIOJIb3YyETCs Cleayrolas Kiiaccuukanus ocinoxueHui (tadbmuna 4).

Tabamnua 4. I'pynnbl ociioxkHenunii y 0oabHbIx ¢ XKH.

[Ipu HeoOxomumocTH, B MyOepTaTHBI MEPHOJ MOXKET ObITh

[ rpynna II rpynma III rpymma
OcnoxHeHus, OcnoxHeHusl, CBI3aHHbIE C OcnoxxHeHnus, 00yCIIOBICHHbBIE
00yCIIOBJICHHBIC MPOBOJMMBIM JICHEHHEM natodusunonoruein CKK
Hannuuem [{BK
Nudeknmonnbie JnuTenpHOE U CTOMKOE CuHIpOM H30BITOYHOTO
KaTeTep- Hapyuienne MoTopuku JKKT OaKkTepuaIbHOro POCTa.
acCOLMUPOBAHHBIC 1ocJie OOIMIMPHBIX PE3EKIUI Tpanciokanus KAUIEYHOU
OCJIOKHCHHUSI: (6omee 3 Henenb mocie (bopsl.
e KaTeTep- oreparum). W3meHeHus MUKpOOUOTBI.
accoumnmnpoBaHH 3aboneBaHus IICYCHU, 3aboneBaHue IICYCHU,
ble  MH}eKLmyn | ACCOLIMNPOBAHHBIC C aCCOLIMMPOBAHHBIE C
KpOBY; MOPaKEHUEM KUIIECYHUKA. MOPAKEHUEM KHUIICYHHKA.
s MecrHble Peduaunr-cuaapom. } Kanaunemus 1 MHBa3UBHBIN
BOCHANUTENbHbI Kanaunemus 1 M”HBa3UBHBIM KaH/AU103.
e npotieces!. KaHINug03. Herunparanus u
[TocnencTBus HEOOHOKPATHBIX | AJIEKTPOJINTHBIE HAPYLICHMS.
Karerepusanuil neHTpaibHoil | MeTtabonnueckuil aucOanaHc.
Heundexunonusie
BEHBI. [TocneactBus nedpunura
Karerep- BUTaMUHOB M MUHEPAJIOB.
aCCOLIMUPOBAHHBIE D-1aKTaT A0S,
OCITOMHCHITL: NmvmyHnHas nucdyHKIus.
* MOBPEKACHWA: Mertaboanueckue 00ae3HU
OTpbIB,  PaspblB KOCTHOM TKaHH.
Hapy»Hoi YacTy Oxcanatypusi ¥ MOYeKaMeHHast
KaTeTepa, OT/I0M GOIIE3HE.
KaHI0N, pa3pbis XoJsenuruas.
Kamepbl nopTa 3amepxka (pU3NIECKOTro
npu pa3BUTHSL.
HenpaBMAbHOM IIcuxosMonmoHaIEHOS
YCTaHOBKe Wbl HalpsDKEHUE.
lybepa nau npwu
MCNONb30BAHNM
PEXYLUNX UTN;
®  OKKNIO3MA:
TpomboTUYECKH
e n
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HeTpomboTnyec
KMe  MPUYUHbI
OKKJ/H03UM.

Jlpyrue ocinoXxHeHus,
KOTOPBIE MOTYT
BO3HHUKHYTh B XO/JI€
JKCILTyaTaluu
noctossHHOTO [IBK:

e pybueBaHue
KOYHOTO
NoKpoBa B
npoeKkuumn
Kamepbl NopTa;

® HEBO3MOMHOCTb
nponanbnupoBsa
Tb nopt Z
YCTaHOBUTb Uy
My6epa;

® aMcaoKauma
ANCTaNbHOro
KOHL,A
TYHHE/IMPOBAHH
oro KaTeTepa
WAn  BEHO3HOM
NOpT-CUCTEMBI B
pe3ynbTaTte
pocTa pebeHkKa.

Kamemep-accoyuuposarnnvie ocnodcrhenuss OTHOCATCS K ) KU3HEYTPOKAIOLIIAM
Y CUMTAIOTCSI CaMbIM YaCThIM BUAOM OCJOXHEHMH y nanueHToB ¢ XKH, nMerommx
nocrosgHHbii  [[BK. Yactora BO3HUKHOBEHHMSI KaTe€TEP-aCCOLMUPOBAHHOU
MHPEKIMM KpPOBU CpeAM JETeH, TMOJydarouux MapeHTepalibHOE MHUTaHUE,
koJeonercs ot 1,3 no 10,2 va 1000 nHe# kaTeTepusaiuu, ¢ 601ee BBICOKUM PUCKOM
passutus y aererd ¢ CKK B Bo3pacte no 1 roma [19]. Ilpu neuenuun B cucreme
JIOMAIITHETO MAPEHTEPATBHOTO MUTAHUS PUCK PA3BUTHUS KATETEP-aCCOLMUPOBAHHBIX
uHDEKIU B cpeHEM HUXKE U cocTaBisgeT npuMepHo ot 1 10 3,4 Ha 1000 kaTeTep-
JHEW, MPU ITOM CaMblid BBICOKMM IOKAa3aTeNb IMPUXOIAUTCS HA IEPBBIM MECHL
npeObiBaHus mareHTa jaoMa. Dakmopwsl, cnocobocmsyrujue YMeHbUICHUIO
yacmomsl paszeumMus Kamemep-accoyuupo8anHblX OCIONCHEHUU.:
e yeTKoe COOJIIOICHUE TIPABUJI AKCIUTyaTallMy U yXOJia 3a TMOCTOSIHHBIM
LIBK;
e TIIAaTEJIbHOE OOydeHHE TepcoHala M YXaKHUBAIOIIETO 3a peOCHKOM
poauTtens npaBuiaM padoTsl ¢ [[BK;
® MPUMEHEHHWE KATCTePHBIX 3aMKOB C AaHTHOAKTEPHAIBHBIM U
(bHUOPHHOTUTHICCKUM KOMIIOHCHTOM;
e ucnoab3oBaHue GpunbTpoB npu nposeaeHuu [111;
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® COKpalICHHUE YHCIA U IJIUTEIbHOCTH TOCHUTAIA3ALUH.

Usmenenue cocmasa muxpoouomer y aereit ¢ XKH cozmaet mpenmocbuiku
JUISL Pa3BUTHS LIEJOT0 psAda TSDKEJbIX OCIO0XHEHHWM: TpPaHCIOKaUus KUIICYHOU
Gb10pBI U cerncuc, CHHAPOM U30BITOYHOTO OaKTepUaIbHOrO pocTa, D-1akTaT anunos,
3a00/IeBaHUE  [I€YEHU, ACCOUMHUPOBAHHOE C  MOPAKEHHUEM  KHUIIECYHHUKA,
MeTabonnyeckue O0JIe3HM KOCTHOM TKaHH, OKcanatypus u xoijenutuas. Cocras
MUKPOOMOTHI KHIIIEYHUKA, T[O-BUJIUMOMY, SBISIETCS BaXXHBIM (PAKTOpOM B
omnpeeneHun kinHudeckoro ucxona y aeret ¢ CKK, koppenupyer ¢ TSKecTbio
3a00JIeBaHUs U MPOJAOHKUTEIIBHOCTHIO 3aBUCUMOCTH OT MapeHTEPaTbHOTO MUTAHUS
[20].

Tpancnoxkayus  KuwieyHoti ¢haopvl  SIBISIETCS  OAHUM W3  OCHOBHBIX
KJIIMHAYECKUX MPOSBICHUN HApyUIEHUS MHKPOOMOTBHI M €IIE OJHUM CEPbE3HBIM
KUZHEYTPOXKAIOUIMM  OCIOXHEHHEeM. V3MeHeHne MHKpOOMOTHI BEIeT K
npeo0ialaHui0  IPAMOTPUUATENbHBIX  MpoTeo0akTepuii,  (HOPMHUPOBAHUIO
MPOBOCHAIUTENBHOTO OTBETA, MOTEPE SIUTETUATBHOU OapbepHON (DYyHKIIMH,
OakTepuabHOW TPAHCIOKAIMK U cerncucy [21].

Cencuc sBIAETCS KIMHUYECKUM MPOSIBIEHUEM KaTeTep-acCOLMMPOBAHHON
UH(EKINY KPOBU U TpaHCIoKaluuu. JIro0oe noBbllIeHrne TEMIIEPATYPHI U MOSBICHUE
IIPU3HAKOB MHTOKCUKALIMM Yy MAalMEHTOB ¢ mnoctosHHbiMU [[BK Tpakryror kak
pa3BUTHE KaTETep-aCCOLMMPOBAHHON MH(EKIMM KpPOBU €CIUM HE J0Ka3aHO
obpatHoe. Areopumm Oeticmaus €IUH IS TF000TO HHPEKIIMOHHOTO IIpoIiecca:

e B35Th NOCEB KpoBU U3 noctossHHOro LIBK 1 u3 nepudepudeckoii BeHbl
(Bo (makons! Tuna Bactec) Ha BeicOTE TEeMnepaTypsl,

® B35iTh KpOBb Ha OOIMKA W OMOXMMHUYECKHMH aHanmu3, Bkiatoyas C-
PEaKTUBHBIN OEJI0K U MPOKATLLUTOHUH;

® CHH3UTh TEMIEPATYPY,

® COIjlacoBaTh C JI€YAllUM BpayOM aHTUOAKTEPUATIbHYIO TEpanuio
(uedanocnopunsl 2-3 MoKoJieHUs W (IYKOHA30JI, Jajee KOPPEKIUs
Tepanuu B 3aBUCUMOCTH OT KJIMHUYECKOM KapTHHBI U PE3YJIbTATOB
J1a00paATOPHBIX UCCIICIOBAaHU ).

3abonesanue neueHu, accoyuuUpoBaHHoe C NOPANCEHUEM KUULeUHUKA —
MOBPEXJICHNE MIEYCHH Y TAIIMEHTOB C XPOHUYECKOMN KHILIEYHOW HEJOCTATOYHOCTHIO,
BO3ZHHKAIOIIEE MMOJ JECUCTBUEM LEIOro psAna (pakTopoB, BKIIOYAs U JJIUTEIBHOE
napeHTepaqbHOe  MNUTaHue. PacnpocTpaHeHHOCTh — 3a00JieBaHUSl  TE€YEHH,
aCCOLIMMPOBAHHOIO C IMOPAKEHHEM KHILIEYHUKA, CPeAM JETe C KHUILIEYHOU
HEJOCTATOYHOCTBIO, JUIMTENBHO  MOJIyYalOUIMX [apeHTEpPAIIbHOE IUTaHUE,
coctaBisieT 18-20% [22]. OOmias 5-neTHsS BBDKUBAEMOCTb JeTel ¢ XpOHUUYECKOM
KHUILIEYHOW HEIOCTATOYHOCTBIO, THCTOJIOTMYECKH MOATBEPKIECHHBIM LIHMPPO3OM
nedeHn 0e3 KJIMHMYECKUX TMPOSBIECHUN W 0e3 TpaHcmuantaiuu — 10 95% [23].
[TosiBNeHHe KIMHUYECKUX TMPU3HAKOB LHPpO3a IMEYEHH BIIEYET 3a Cco0oif
yBeIMYEHHUE JIeTATbHOCTH 710 23—40% [24-25]. Tloka3anust K MyJIbTUBUCICPATHLHON
TpaHcutantauuu y neteit ¢ XKH: HapymieHue cuHTETHYECKON (PYyHKUMU MEYEHH,
KoaryJjionaTusi, opMUpoBaHUE MOPTATBHOU TMIEPTEH3UU U TUIIEPOUIINPYONHEMHUS
>100 Mmmous/a [26].
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Cunopom  uzbvimounoco  baxkmepuarvHo2o  pocma.  KiauHudecku
xapakrepusyercs [26]:

e BHIABICHMEM B  acmupare  ToHkoW  kmmku  >10°KOE/mn
TOJICTOKMIIICYHOM MUKPOOHOTHI (Streptococci, Bacteroides,
Escherichia, Lactobacilli u T.1) 1 Ipyrux maToreHHBIX OAKTEPHii;

® U/WIH TIOJIOKUTEIBHBIN BOAOPOIHBIN JBIXaTeIbHBIA TECT C TIIOKO30M
WJIH JIAKTYJI0301;

® U/WIM HAJIWYME XapaKTEPHBIX KIMHUYECKUX MPOSBICHUN Y AI[ICHTOB
c¢ CKK (moBbimieHHOE Ta3000pa3oBaHME H  B3AyTHE HKHBOTA,
abIOMUHANIBHBIM O0JEBOM CHHAPOM, TOSABICHHUE W/MIU YCHIICHUE
3armaxa HM30 pTa, yCWIEHHE [Waped WM HapylIeHUE 3BaKyaluu
KUIAKOTO Kajia Ha OHE mape3a, YCTAIOCTh U CIab0CTh).

OO01ast KOHIENIKS JIEUYEHUS:

® AHTUOMOTHKHM W/WIM KUIICUHbIE aHTHCENTHKU (HeabcopOupyembie
IMIUPOKUM CIEKTPOM JIEUCTBUS M HHU3KOM YacTOTOM MOOOYHBIX
s dexToB, HanpuMep, pupaKkCUMUH);

® [Ipe- U MPOOUOTHUKH;

® IIPOKUHETUKU;

® XHpPYpruuecKoe yCTpaHEHHE aHATOMUYECKUX IPUYYH,
CHOCOOCTBYIOIIMX  PELUAMBHUPYIOIIEMY  TEUEHUIO  CHHIpOMA
U30BITOYHOTO OaKTEPUATIBLHOTO POCTA C AMU30/1aMHU PELIUIUBUPYIOIINX
TPaHCIIOKAIUI U cerncuca.

I'pubkossie ungexyuu. I'pudsl pona Candida — ocHOBHasI IpUYKUHA PA3BUTHS
WHBA3UBHBIX TPUOKOBBIX MH(PEKIUNA y ACTEH M TPETUMl MO YaCTOT€ MHKPOOHBIH
areHT, BBI3BIBAIOIINI HO30KOMHUAJIbHbIC HH(EKIMH KpoBH [27-28].

[TanmenTtsl ¢ XKH, Hy>x1aromuecs B JUIMTETbHOM APEHTEPAIIBHOM MU TAHUH,
- B TpyHme pucka To pa3BuUTHIO TpuOKoBbIX uHGpekui. [Ipodunakruueckoe
HazHaueHue (uykoHazona (10-12 Mr/kr/cyTku) peKOMEHAOBAHO MPU CUCTEMHOM
aHTHOAKTEPUAIBHOM Teparyy U BHITTOJIHEHUH IIJIAHOBBIX OMepaIiii. ¥ MamueHToB C
WHBA3UBHBIM KaHIU030M B aHAMHE3€, TIPY YXYAIICHUN COCTOSHUS /W Pa3BUTHH
OCTIOKHEHUI, B TOM YHCIIE XUPYPTUYECKOro Mpoduis, CleayeT H3HAYaIbHO
NPUMEHATh 3XWHOKAHJWHBI (KaCmO(pyHIMH, MHUKaQyHIWH, aHUAyJIaQyHIHH).
Pemenue Bonpoca 00 ynanenuu noctosaHoro [{IBK Ha ¢one rpubOkoBoro cencuca
BCEr/la IPUHUMAETCS B KaXXI0M KOHKPETHOM CIIy4ae WHAUBUAYAIBHO.

D-rakmam ayuoos. Ilossnenue y nanuentoB ¢ CKK u XKH kinHM4ecknx
MPU3HAKOB U3MEHEHUS TICUXOHEBPOJIOTMYECKOr0 cTaTyca 00JIbHOTO U TOKCUYECKOM
sHIlepasonaTu Ha (OHE HAPACTAIOUIETO0 META0OJMYECKOTO aruo3a MO3BOJISET
KJIIMHWYECKH JUarHoCTUpoBaTh D-jmakrar amuao3 Jaxe NOpU  OTCYTCTBUH
BO3MOYKHOCTH M3MepeHust D-nakrara.

VY Gonbubix ¢ CKK myckoBbIM MEXaHM3MOM YacTO SIBJISIETCS yHMOTpeOJieHUe
IPOCTHIX YTJIEBOJIOB Ha (hOHE XPOHUUYECKOMN AeTUApATAIIMHI, U3MEHEHHS KUIICUHOM
¢bopsl, K30bITKAa OKCANIaToB, HEAOCTAaTKa THAMHHA, CKOMIIPOMETHUPOBAHHOCTH
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NEeYeHU U TMOo4YeK paszHoro rexesa. [losromy mpodunakrukoit D-makrar anmmosza
SBJISIOTCS CJIEAYIOIINE MEPBI:

IUeTa — HMCKII0YCHUE TPOCTHIX CaxapoB, OTPAHUYCHHE >KUPOB U
OKCaJlaToOB, CBS3BIBAHUE JK30TCHHBIX OKCAJaTOB W HUBEIUPOBAHUC
KOHKYPEHTHOTO CBSI3bIBAHUS KaJbIUsA C KUPHBIMH KHUCIOTAMH
(yrmoTpeOaeHHEe KaJbIUs IIUTPaTa ¥ KaJIbIUs KapOOHaTa B KaXIbIH
npueM nuiny, Bcero g0 1500 mr/nens);

aJicKBaTHas THUApATallid OpraHu3Ma ¢ IEJIbl0 ONTHMH3AIUN
noueyHoro kiauperca D-makrara;

KOPPEKIIUS HYTPUTHBHOU HEOCTAaTOYHOCTH myTeM
MapeHTEePAIbHOTO TMUTAHUS [JI1 YMCHBIICHUS BBIPAKCHHOCTH
runepdaruu;

IUIaHOBasl JIEKOHTAMHUHALIMS KHUIIEYHBIMU AHTHCENTHUKAMU WM
KOMOMHUPOBAHHBIM MPUEM CUMOMOTHKOB, coaepkamux L-makrat
IPOLYLUPYIOIINE LITAMMBI U npenaparbl C
Saccharomyces boulardii;

3aHATHS C MAIMEHTOM W/WJIHA €ro CeMbed (B T.4. C IICHXOJIOTOM) C
IEIbI0 MHUHUMHU3AIMKM THUIICBBIX CPHIBOB C IEPEHACHIIICHHEM
MPOCTHIMU YTJIECBOIAMH.

Oxcanamypusi u Heghporumuasz — OCIOXKHEHUs, xapakTepHbie s 60apHBIX CKK.
[IpoucxoXJIeHHE SHTEPOrE€HHON TUIMEPOKCANaTypUHd y 3TOW TPYIIbl MAllUEHTOB
0OyCJIOBJIEHO IByMsI OCHOBHBIMH (haKTOpaMHU:
® KOHKYPEHTHOE CBS3bIBAHHUE KaJbIUs C HEAOCOPOUPYEMBIMU >KUPHBIMHU
KHCJIOTaMU (CIIOCOOCTBYET CHMXKEHHUIO 00pa30BaHUs OKcajlaTa Kajablus U
MOBBIIIICHUIO BCAChIBAHUSI HMOHU3UPOBAHHOM IIIaBEJIEBOM KHUCIOTHI B
KHUIIICUHUKE);

® HapylIeHHEe MHUKPOOMOTHI (OJHO W3 TPOSBICHWA — CHIDKEHHE ITyJia
rpaMOTpHIIATeIbHON aHadpoOHoU Oaktepuu Oxalobacter formigenes,
pacUIEIUISIIONIE OKCaIaThl B TPOCBETE TOJICTOM KHILIKH).

OcHOBBI TPOGUITAKTUKY TUTIEPOKCATATYPUHU U HEDPOIUTHARA:

BOCCTAHOBJICHUE U TO/JIEp)KaHUEe MUKPOOHOIICHO3a KUIICYHUKA,
JIOTalusl KaJlbIUsl JJIsI YMEHBIICHUST a0copOUMH CBOOOIHBIX
OKCaJIaTOB;

MPUMEHEHUE LUTPATHOM CMeCH C 1eJIbl0 HOpMau3aluu
COEpKaHMsI LHUTpAaTa B MOYE€ U YIYUIICHUS PaCTBOPEHHUS
OKCaJIaTOB KaJIbIIH.

Memabonuueckue 601e31U KOCMHOU MKAHU — OCTIOXKHEHHUE, XapaKTEePHOE IS
oonpmmHCcTBa marnueHToB ¢ XKH. HaGmomarotcst y 6omee, yem 80% marueHToB ¢
CKK, nosyyaromux JJIUTENbHOE NapeHTEPAIbHOE MUTaHUE.

[IpodummakTuka:
¢ [IPaBUJILHO MOJO00OpPaHHOE IMAPEHTEPATBHOE TUTAaHNE,
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noTtanus Kaaeius u Gochopa B MpaBUILHOM COOTHOIICHHH,
KOppEeKIsl ypoBHs BUTamuHa D,

bu3nyeckasi akTUBHOCTb,

WHCOJISILIMSL.

IIpu mnporpeccupoBaHur MeTaOOIUYECKUX 3a00JI€BaHUM KOCTHOM TKaHU
HEO0OXOMMO U3MEHUTD CXEMY JICUCHUS: MHANBUAYATHHO MTOA00PATh ONTHMAIBHYIO
03y KajibIs U ¢hocdopa, TOAKITIOYNTH AKTUBHBIE META0OIUTHI BUTaMuHa D.

10.4. 3aks1r0uenue

biaromaps ycremHou peann3anvi COBPEMEHHBIX TEXHOJIOTHH JICUCHUS
nerel ¢ XKH, oOmjas BBDKMBAEMOCTh M MPOJOJKUTEIBHOCTh KU3HU 3THUX
MalMEHTOB 3HAUYNUTENIBHO YBEJINUMIIach. B HacTosmee BpeMsi IpUOPUTETHON LIETIbIO
CTAHOBUTCS YJIYUYLICHWE KauyecTBa JKW3HU U MUHMMU3AIUSA UHBAJIUIU3ALUH, YETO
MOKHO JOCTUYb MPABWIHHO BHIPAOOTAHHOM CTpaTerueu J0JroCpOYHOro JICUECHHUS,
MPOTHO3UPOBAHUEM W IIPEBEHTUBHOW TEpanmued BO3MOXKHBIX OCJIOKHEHUH,
opraHuzanueid amOyJIaTOpHOM TMOMOIIM — TIPOBEJIECHHUE DHTEPAIBHOIO H
NapeHTEPATLHOTO MUTAHUS HA JIOMY OOYYEHHBIMU POJIUTEIISIMHU.

CornacHo ®enepaibHbIM KIMHAYECKUM PEKOMEHIALUSIM MO JICUEHUIO
JIeTel ¢ CUHIPOMOM KOPOTKOM KHUIIIKU, pa3padoTaHHbIM Poccuiickoil Acconuanuei
JneTcKkux XupyprosB B 2014 roxy [29], niist neyeHus B CTalMOHAPE HA JOMY POJUATENN
WU WHBIC JIMIA, OOECIeUMBAIOIIUE YXOJ 3a PEOCHKOM, MPOXOAST oOydyeHue
TEXHOJIOTUHM JJIUTEIBHOTO MapeHTepanbHoro nuranud. llocime crabummzanuu
COCTOSIHUSI peOeHKa U pa3pabOTKH CXEMbl HyTPUTUBHOU MOJJICPKKH, TPU YCIOBUU
3¢ (PEeKTUBHOrO OO0y4YEHHS YXAXKUBAIOIIETO W HAIWYUS HUHPOPMUPOBAHHOTO
corjacusi pojuTeseii, MalueHT MOKET ObITh BBIMHUCAH JIOMOM JIS JJIUTEIHHOTO
JICYCHHS 110 OCHOBHOMY MECTY KuTeIbCTBA. boisee uem 30-nmeTHuil 3apyOeKHbIN
ONBIT JICUEHUS JIET€ W B3POCIBIX B CHCTEME JIOMAIIHETO MMAPEHTEPATBHOTO
MUTAHUS HATJSHO MPOAEMOHCTPUPOBAT 3HAUYUTENIBHOE YIYUIIEHUE MOKa3aTenei
BBDKMBAEMOCTH M INcuxocouuaibHOM amantauuu nanueHtoB ¢ XKH. B Poccun
oOy4eHHE POJUTENCH M MCIOJIb30BaHUE JAHHOTO METOJa B JOMAIIIHUX YCIOBHSIX
HOPMAaTUBHO TIOKa €Ill€ HE OTPEryJIMPOBAaHO, XOTS TakKas MPAKTHUKa CYIIECTBYET
oonee 10-15 nmer B MockBE M HEKOTOPBIX PErHMOHAX, XOpOIIO ceds
3apeKOMEHIOBaNIa.  YTBEpXKJACHUE  OOHOBJIEHHOM  Bepcun  KiMHMYECKUX
pEKOMEHJAMi 10 CHHAPOMY KOpPOTKOM KHUIIKM OyAeT crnocoOCTBOBATh
JanpHenmeMy pa3BuTuro TexHonoruit sedenuss aered ¢ CKK, Bximrouas
MPUMEHEHHUE TapEHTEPATHLHOTO TUTAHUS B JOMAITHUX YCIOBUSIX.

OObecrnieueHre JNaHHOM KaTeropuu AeTel H3AENUSIMU MEAUIIMHCKOTO
Ha3HAYEHUS U JICKaPCTBEHHBIMM CPEJACTBAMHU JJI1 UCIIOJIb30BaHUS Ha JIOMY
MIPOU3BONTCS HA OCHOBAHWM 3aKitoueHUs BpadeOHoU komuccuu [30]. Hammume
TSDKEJIBIX COMYTCTBYIOMIMX 3a00JICBaHUM, a Tak)Ke HEOJIaronmpusTHBIE BapUaHTHI
CKK wunu TotansHOe nmopaxeHue kuieanon Tpyoku npu [ MTHM3, onpenenstonmx
HEOOXOJMMOCTh  TIOKU3HEHHOTO  IMAPEHTEPAIBHOTO  TUTAHUSA,  SBJISIOTCS
IOKa3aHWeM i1 OKa3aHWs MaUIMaTHBHON MeaunuHckod momomm [31,32].
Xponunueckas kuiieuHasi HenoctarodHocTh (Koapt MKB-X — K 91.2 u K 91.8), a
takxke Cunapom kopotkoi kuiku (Kogst MKB-X K90.8, K 90.9, k 91.1) BkittoueHbl
B [lepeuens peakux (opdaHHbIx) 3a00aeBaHil MUHUCTEPCTBA 3PaBOOXPAHECHUS
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Poccun.

CornacHo manHoMy nepeuHto, cuHoHUMaMu CKK B pycckos3braHoi

JUTEPATYPE U CIPABOUYHUKAX SBISIOTCA: «IIOCTPE3CKUMOHHBIN CUHIPOM KOPOTKOU
KUIIKW; HaApYIIEHWE BCACBIBAHUS IIOCJIE XHPYPrHYECKOTO BMEIIATENICTBA, HE
KJacCU(DUIMPOBaHHOE B JPYTHMX pPyOpHKax; CHHIPOM KOPOTKOW KHIIKUA C
BBEIPOKCHHBIMU SIBIICHUSMH MAJIBIUTECTHN W MalibabcopOrmmy». [lpu Hammamm
MOKa3aHUM ISl OKa3aHMs MAJTMAaTUBHON MeauimHcKou nmomomnm pedeHok ¢ CKK
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Tadauua 5. MeauuuHCKHe U3/1eTUs, IPeA0CTaBIsieMble I MCII0JIb30BaHus Ha qomy coriacHo Ilpukasy Munsapasa
Poccuu ot 31 mas 2019 roga Ne348H, koTopble MOTYT IPUMEHATHCH B LEJIsIX HYyTPUTUBHOM NMOAIEPKKH

(3HTepaJIBHOC H MapeHTepaJIbLHOEC III/ITaHI/le).

Kon Buna
[oarpynna MeIMIMHCKUX U3AEIUN * Bua MeaMUMHCKOro nsgenma ** MEIULUHCKOTO
u3aenus**
2. I'pynna MeAMUMHCKHUX M31eauil «BenmoMorareabHbie M 0011e00IbHHYHbIC MeIHIMHCKHE H3deausa» ™
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[lepuaTku cMOTPOBBIE/TIPOLIEYPHBIE U3 JIATEKCa I'eBer, HEOIyAPEHHbIE, HECTEPHIIbHbBIE 122540
[lepyaTku CMOTPOBBIE/TIPOLIEAYPHBIE U3 JIATEKCA TE€BEH, OIYAPEHHBIC 122560
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[lepyaTku cMOTPOBBIE/TIPOLIEAYPHBIE U3 TIOTMXJIOPOIPEHa, HEOITyIPEHHbIE 139350
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IlepuaTku cMOTPOBBIE/TIPOLIEAYPHBIE HUTPUIIOBBIE, Oy JPEHHBIE 185850
PacTBopbl/Tassl 11 caHUTapHOMN PacTBOp anTHOAKTEpUAIbHBIN C AHTUOMOTUKAMH U1 CO3JaHMs 3aMKa JJIs KaTeTepa 134620
00padoTKH/ 06CHY>KHB§HH’I Canderka st 1e3MHPEKIIH METUIIAHCKAX M3 IeTHI 136940
MEIUIUHCKUX U3ACTUHA 1
CONYTCTBYIOIME U3/IENIHUs
3. 'pynna MeguumHckuX u3geauii «['acTpo3dHTepoioruyeckne MeJUIMHCKHE H31eJTHI» ™
Kareteps! ractpossaTeponorndeckne 1 | Habop Juist SHTepaIbHOTO MUTAHUS, JUUTSI MJIaJICHIICB 259630
COIIYTCTBYIOILINE U3ENNS TpyOka ractpocroMuyeckasi HU3KOpoQpuiIbHas 268540
TpyOka racTpocTromMmuecKkas 268590
TpyOku racTpO3HTEPOIIOTHUECKUE U VY nnuHuTeNb TPYOKH JUIS SHTEPATIBLHOTO MUTAHUS, HECTEPHIIbHBIN 338030
CONYTCTBYIOIINE H3/CIIHS VY anuHuTeNb TPYOKH JUI SHTEPATIBLHOTO MUTAHUS, CTEPUIIbHBIN 338040




5. prl’ll’la MeIUIMHCKUX U3deJTui «Peaﬁl/l.]'II/ITaI[I/IOHHLIe H adanTUHPOBaAHHbIC 1JId UHBAJIUA0B MCIUIIMHCKHUEC I/I3I[e.l'll/lﬂ»*

W3nenus ObITOBBIC aanTUPOBAHHBIC 30H,1 Ha309HTEPATHHBIN 157910
30H1 HA30TaCTPAILHOTO MUTAHUS 169450
30H,1 HA30TraCTPAIbHBIN/OpOracTpaJIbHBIN 169460
[mpurr 1y1st BBEACHUS JIEKAPCTB MEPOPaIbHO/IHTEPATLHOTO MTUTAHUS, OJHOPA30BOTO 109790
WCIOJIh30BAHUS
HaGop m1st s3HTEpaIbHOTO TUTAHUS, U1 B3POCIIBIX/TICIUATPUICCKUNA, CTEPHIIHHBIN 259820
HaGop a5t SHTEpaIbHOTO MUTAHMSL, JJIs1 B3POCIBIX/IEANATPUYESCKHINA, HECTEPUIIbHBIHI 318380
HaGop m1s 23HTEpaTbHOTO MUTAHUS, ISl MJIaJICHIICB 259630
[Tomria 1715t SHTEPAIBHOTO MTUTAHUS 260010
KoHHeKTOp A1 S2HTEPaTbHOTO MUTAHMSI/BBEICHUS JICKAPCTBEHHBIX CPEACTB, HecTepuibHbIN | 325930

CpenctBa yxoja nepcoHaabHbIe N3meputenb cToMbl 118490

aJIalTHPOBAHHBIC

IIpumeyanue.

* B cOOTBETCTBUH C HOMEHKJIATYPHOH KiaccuuKanueil MeIUIMHCKIX U3AEIHI 10 BUaM, YTBEPXKICHHOM nprka3oM Mun3apasa Poccun ot 6 mrons
2012 roga Ne4n ¢ u3aMeHEeHUsIMHU, BHECEHHBIMU ITpUKka3zoM Mun3zzipasa Poccun ot 25 centsiops 2014 roga Ne 557h.

**B COOTBETCTBMU C HOMEHKJIATYPHOU KiaccuduKanyed MEIUIMHCKUX HW3JIeTUN Mo BuUjaM, (pOpMUpPYEeMOW B AJIEKTPOHHOM BHUJE MO Tpymmnam u
MOATPYMIaM MEIUIIMHCKUX HU3JIeTTUH U pa3MelnieHHoW Ha odunuanbHoM caiite denepanbHOM CiIy»Obl 10 HAA30py B cdepe 3ApaBOOXpaHEHUS B
MH(OPMAIIMOHHO-TEIIEKOMMYHHKAITMOHHOM ceTh «IHTepHeT».
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IMpunoxenue 2

YpoBHU MOTOPHBIX GyHKIUK 10 MeKIyHAPOAHO! HIKAJIE KIAaCCH(PUKANNMA
moTopHbIxX ¢pyHknuii nanuenta (Global Motor Function Classification System
- GMFCYS)

(R.Palisano, P. Rosenbaum, S. Walter et al. Development and reliability of a system
to classify gross motor function in children with cerebral palsy // “Development

medicine and Child neurology”. - 1997. — v. 30, p. 214-223)

GMFCS - wmexnayHapojaHas cucTeMa KilacCU(PUKAIMA MOTOPHBIX (PYHKIIHMA
NAIMEHTOB C JETCKUM IepeOpalibHbIM MapajuyoM B BO3pacTe CTapile ABYX JIET.
Ona olleHMBaeT OONIYI0 (PYHKIIMOHAJIbHYIO aKTHBHOCTH IMAIIMEHTAa B MPUBBIYHOU
JUTSL HETO CPeJIe U CTETIEHb € OTPaHUYCHHUS.

JanHas mkana npemnoxkeHa B 1997 romy kanaackumu ydeHsIMH H3 LleHTpa
MCCIIEIOBAaHUM JETCKOW WHBaJMAHOCTH YHuUBepcuteta MakMactep (McMaster
University). B 2007 roxy mikaia Oblia MepecMOTPEHA U AOOJIHEHA, BIIOCIICICTBUN
nepeBe/icHa Ha PyCCKUM A3bIK. OTIMYUTEIHLHON OCOOCHHOCTBIO IIKAJIBI SIBJISCTCS
OIICHKa WMEHHO TIOBCEAHEBHOTO YPOBHS AaKTUBHOCTH, a HE MaKCHUMaJIbHO
BO3MOXKHOTO YPOBHS, IEMOHCTPUPYEMOTO TOJIBKO BO BpeMs Bpaue€OHOTO OCMOTpa.
Tun LTI npu 3TOM He yuuThIBaeTCs. ABTOPHI MOTYEPKUBAIOT, YTO IIKAJa CO3/aHa
JUISL  ONpeneNieHUus TEKylledl IOBCETHEBHOM CHOCOOHOCTH  TalMeHTa K
NepeIBIKEHUIO, a HE JIJISl OLICHKU ITPOTHO3a.

Ikana GMFCS neaunrcs Ha 5 ypoBHeii:

1 ypoBeHb: [1€TH, KOTOPBIE MOTYT XOJUTh 0€3 OrpaHUYEHUIA, HO HE CITPABJISIOTCS C
0oJee CII0KHBIMH JIBUTATEIbHBIMU HABBIKAMU.

2 YPOBE€HbL: ACTH, KOTOPBIC NICPCABUTAIOTCA CAMOCTOATCIBHO C OTPaAaHUYCHUSAMMU.

3 YpOBeHb: JI€TH, KOTOPBIE NMEPEABUTAIOTCS C UCIIOJIb30BAHUEM JOMOTHUTEIbHBIX
PUCTIOCOOIEHUI (TPOCTH, XOIyHKHN) IO POBHOM MMOBEPXHOCTH.

4 ypoBeHb: IETH, KOTOPbIE MOTYT CAMOCTOSITENILHO CUJIETh, HO HE MOTYT XOIUTb.
[lo ynume oHM miepeABUTAOTCS JUOO B Kpeciae AaKTUBHOTO THUIMA, JIHOO
TPAHCIIOPTUPYIOTCS MTACCUBHO.

S ypoBeHb: 1eTH, KOTOpbIE HE CIOCOOHBI MepeABUTAThCS 0€3 TMOCTOPOHHEH
MOMOIIM, PEAKO — TPU HCMIOJb30BAHUM  AJANTHPOBAHHOTO Kpeclia C
AIEKTPOIIPUBOIOM.

Paznuuns MEKAY YPOBHAMHU 1u2-mno CpaBHCHHIO C ACTbMU U IMOAPOCTKAMU 1
YPOBHA OCTHU U TTOAPOCTKHU 2 YPOBHA UMCHOT OTPAHUYCHUA B XO)II)6€ Ha JJIMHHBIC
JUCTAHIIMHU U B 6aJIaHCI/Ip0BKC. Hm moxert HOHa)IO6I/ITBC$I HCITIOJIb30BAHHC PYYHBIX



NPUCTIOCOOJICHUI /JIs1 MEepe/IBUKEHUs, KOT/la OHM BIIEpBbIe 00ydYaroTcs XOAabOe;
MOTYT MCIIOJIb30BATHCA KOJIECHBIE CPEACTBA MEPEABHKEHUS NIPU MTyTEIIECTBUMU Ha
JUIMHHBIE JUCTAHIIMM Ha OTKPBITOM BO3JyXe WM B OOILIECTBEHHBIE MECTa;
TpeOyeTCsl MCIOJIb30BAHUE MEPUSl MpPHU MOABEME M CITyCKE MO JIECTHUIIE, OHU
OTPaHUYECHBI B CIIOCOOHOCTHU OEraTh U MpbIraTh

Paziuyusa Mexay ypoBHsIMM 2 U 3 — ICTH TOAPOCTKH CO 2 YPOBHEM CHOCOOHBI
XOJUTh 0€3 PYYHBIX MPUCTIOCOOTEHUN [JIsi MEpPEBHKEHUSI mocie 4-X JIETHEro
BO3pacTa (XOTs OHU U MOTYT BBIOMpaTh UX HCIOJIb30BAHUE BPEMSI OT BPEMEHHU).
Jletn ¥ MOJIPOCTKU € 3 YPOBHEM HYXKJIAIOTCSI B PYUYHBIX MPUCIOCOOICHUSIX IS
MEPEABUKEHUS B IOMEILEHUSIX U UCTOJIB3YIOT KOJIECHBIE CPEACTBA MEPEABUKEHUS
Ha yJIMIIE U B OOIIIECTBEHHBIX MECTaX.

Pazinvus mMexay ypoBHAMHU 3 U 4 — 1T U MNOJIPOCTKH C 3 YPOBHEM CHUISAT
CaMOCTOATENLHO U TPeOYIOT HE3HAYUTEIBHON BHEIIHEW MOIEPKKU IPU CUACHHH,
OHM OO0Jiee HE3aBUCUMBI NPHU MEPEMEIICHUU CTOS, MOTYT XOIUTbh, HCIOJIL3YS
pY4YHbIC MPUCTIOCOOJICHUS JIsl IEpeABMIKEHU. JleTh U MOoJIpOCTKU ¢ 4 YPOBHEM B
MOJIOXKEHUU CUJS OOBIMHO HYXKJAIOTCSI B MOJJEPKKE, HO B CAMOCTOSITEIHLHOM
MEPEIBUKCHUU OrpaHUYeHbl. JleTM W MOJApOCTKM C 4 YpOBHEM Yalle BCETO
TPAHCIIOPTUPYIOTCST B PYYHOM HMHBAIMAHOM KpPECIE WM C MCIIOJIb30BAHUEM
KOJISICKH C DJIIEKTPOIIPUBOAOM.

Paziimyus mexay ypoBHAMH 4 M 5 — I€TH U NMOAPOCTKUA C 5 YPOBHEM HMEIOT
CepbE3HbIC OTPAHUYCHHS KOHTPOJIS MOJI0KEHUSI TOJIOBBI M TYJIOBUIIA U TPEOYIOT Kak
OoOmUpHON (PU3MYECKOH TMOMOIIM JAPYroro Juia, TaK M TEXHOJIOTHYECKOM
noasiepkku. CaMOCTOSITENIbHOE TIEPEJIBUIKEHHUE JJOCTUTAETCs, TOJIBKO €CIIH PEOCHOK
WJIU TIOJAPOCTOK HAYYUTHCS YIPABISITH UHBAIUIHBIM KPECIOM.

Jns kaxmoro ypoBHs cuctrema GMFCS comepxut otnenbHble TOAPOOHBIE
ONMCAHUS IS IETEN pa3HbIX BO3PACTHBIX IPYIIL.

Ipuioxkenue 3

CKpUHUHIOBbIE€ METOAbI OLIEHKH PUCKA HYTPUTHBHOM HEIOCTATOYHOCTH
y aereu

(ur. mo Amnexcanaposud lO.C. Anekcannposuu WM.B., ITmenucnor K.B.
CKpUHUHTOBBIE METO/IbI OIICHKU HYTPUTUBHOTO PUCKA y TOCTIMTAIM3UPOBAHHBIX
nereli // BectHuk naTeHcuBHOM Tepanuu. -2015. - Ne3.- C.24-31).

l. Ynpowénnaa neouampuueckan wikana oyenKu HympumueHozo
pucka
Simple pediatric nutritional risk score (Sermet-Gaudelus 1. et al., 2000)
Pexomennyercss Wi €XKEOHEBHOIO  MCIIOJIb30BAHUS  BO  BpEMs
TOCIUTANIN3AMN C LEIbI0 BBISBICHHS ITAIIMEHTOB C PUCKOM HEJNOCTATOYHOTO
MUTaHUS B BO3pacTe oT 1 Mec.
[TaTomoruueckue cOCTOSHUS MoApasmestorcs Ha jerkue (1-ii Kmacc), cpemmeit
TspKecTH (Kiacc 2) u Tsokenble (kaacc 3).
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1 kacce - COCTOSIHUS, JJ1sI KOTOPBIX XapaKTePHBI «cl1adbie» PaKkTophl cTpecca,
HampuMep, TMOCTYIJICHHE B CTAallMOHAp JUIA BBIMOJHEHUS JAMArHOCTUYECKUX
npoueaAyp, Jierkue HH(EKIUOHHbIE 3a00JieBaHUsA, HEOOs3aTENbHO TpeOyIomIe
rOCIUTANU3AIHH, APyTHe JeTKUE 3a00JIeBaHUs WM Majlasi XUpyprus.

2 KJIacc - HaTM4Yhe YMEPEHHbBIX (PaKTOPOB CTpecca, HalmpuMep, TsHKEbIe, HO
HE XKHU3HEYTPOXKAIOIHe NHPEKINU, OObIUYHBIE ONEPAIiH, IIEPEIOMBI, XPOHUUECKHIE
3a0oneBaHusi 0€3 OCTPBIX OCJOKHEHUM WM BOCHATUTENbHbIE 3a00eBaHUS
KHUIIIEYHUKA.

3 kJacc - cepresnbie dpakTopsl cTpecca: CIIN/L, 3mokadecTBEHHBIE OITyXO0JIH,
TSDKEJIBINA CeTICUC, OOJBIINE OlepaTUBHbBIC BMEIIATEIHCTRA.

OuneHka HyTPUTHUBHOTO pucKa (B nuana3one ot 0 10 5 6a1710B)

[Tpu npueme nuum menee 50% npuceauBaetcs 1 6amwt. [pu namuauu 60m - 1 6ai,
pH 2 KJIacce NaToJOTHYECKOro cocTossHusl 1 6a, npu 3 Kiiacce maToJIoruaeckoro
cocTosiHuA - 3 Oaia.

[Ipu cymmapHoid oueHke B 1 wim 2 Oamia HMEET MECTO yMEpEHHas
HEJOCTATOYHOCTH TUTAHHUS.

[Tpu onenke 6onee 3 GanIOB UMEETCS BHICOKHI PUCK HEAOCTATOYHOCTH MMUTAHUS.

TsoxecTs 3a00sieBanust  bomb bamer HyTtputusHbIii
[Torpebnenue 1905000051 pHUCK
<50%

JIérkas (kmacc 1) Her 0 Jlérkmii

JI€rkas (kmacc 1) Onuu 1 Cpenunii

JI€rkast (xmacc 1) O6a 2 Cpennuii

Cpennss (kmacc 2) Her 1 Cpennuii

Cpennss (kmacc 2) Onun 2 Cpennuii

Cpennsis (knacc 2) O6a 3 Bricokuit

Tsxénas (knace 3) Her 3 Bricoknii

Tsxénas (knace 3) Onun 4 Bricoknii

Tsoxénas (kace 3) O6a 5 Bricokuit

II. CKpUHHMHIOBBII METOJ OLICHKU PHUCKA HEAOCTATOYHOCTH MU TAHUA
Screening tool for risk of nutritional status and growth STRONGKkids
(Joosten K. et al., 2010)

MeTtox cOCTOUT M3 ONPOCHUKA O TEKYIIEM HYTPUTUBHOM CTaTyCe MAllUEHTA B
Bozpacte oT | wmec. go 17 1neT, HalMYuMU COMYTCTBYIOUIMX 3a00JeBaHUA,
MOCTYIUICHUM MHUTATEIbHBIX BEIIECTB U HMX MOTEPH, MUCTOPUHU TEKYIIEH INOTEpPHU
Macchl Tena. Ha ocHOBaHMUM CyMMBbI OQJIJIOB KaKJIOTO KOMIIOHEHTA JIETed MOYKHO
KJIaCCU(HUIIMPOBATH COTIIACHO HU3KOMY, YMEPEHHOMY M BHICOKOMY PHCKY.

Uccnenosarens 3amaer BONMPOCHl MAIMEHTY, OLIGHMBAs OTBETHI OajliamMH.
CymMmmapHas olleHKa MOXKET HaXOJIUThCs B auariazoHe ot 0 g0 5 6amios.

MGTO}I CKPHHHMHI A /IJIsl BLISABJICHUSA }1eTe171 Ipynibl pUucCKa 1o NIMTAHHIO
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ITapameTpsbl bannbl
CybvekmusHasn KIUHUYecKas OyeHKa 1 Gamn
MO’KHO M IPETTOJIOKUTh, YTO MAMEHT HEIOTOTyYaeT
MUTATEHHBIX BEIIECTB UCXOS U3 CYOBEKTUBHON KIIMHUICCKOM
OIICHKH (HEJIOCTATOYHOE KOJTMYECTBO MOIKOKHOKUPOBON
KJICTYATKU W/WITM MBIIIEYHOW MACChl W/WJIM M3JIHUIIHE XYJI0€ JIUIIO)
Hanuuue 3abo0nesanus evicokoeo pucka. 2
NwmeeTcs nu y manueHTa 3a00eBaHue U3 CIIHUCKa (CM. ), KOTOPOe Oaia
MO>KET MPUBECTU K UCTOLIECHUIO, UM OXKUIACTCS JIU MPOBEACHHUE
OOJIBIIION OTKPBHITOM OTEepaIIiH.
Ilocmynnenue u nomepsi nuMamenbHbIX 8EULECME. 1 6amn

[IpucyTcTBYeT 11 YTO-TMOO U3 HUXKETIEPEUUCICHHOTO:
CunpHas quapes (5 u 6osee pa3 B IeHb) W/nuiu pBoTta (>3
pas/aeHb) B MOCIEHUE HECKOJIBKO JHEH?

CHMIXEeHHE KOJMYeCTBa NOTPEOIISIEMOi ALY B TEYEHUE
MOCJIEAHUX HECKOJIBKUX JTHEU Mepe]l rocnuTann3amnueit (He
BKJIIOYAsI PEIOTIEPAIIUOHHBIC TUETHI)?

Panee naBanuch peKOMEHAAIMH IO CIEHUATIBHOMY MUTAHUIO?

HeB03M0KHOCTh TUTATHCS B JOCTATOYHOM o0BbeMe 13-3a 60a1?

4 | Ilomeps 6eca unu Hedocmamounas npubaska eeca? 1 Gamn
EcTp nmotepst Beca unu HeT npubaBku B Bece (1 JeTeit 10 roja) B
TEUCHHUE TOCIIe]] HUX HECKOJbKUX HEJIETIh/MECSIICB?

Jlanee, B 3aBUCUMOCTH OT MOJIyYEHHBIX OQJIJIOB, ONIPEACIISIOT CTEIIEHb PUCKa
HEJIOCTATOUYHOCTH ITUTAHUA U TaIbHEHIIINE NEUCTBUS.

OueHka puCKa HeIOCTATOYHOCTH NMUTAHUS U PEKOMEHAAIMH 110 KOPPEeKIUH

basner

CrerneHp
pHCKa

Pexomennanun

4-5

Bricokuit

Koncynpranus ¢ npevamum BpadyoM U TUETOJIOTOM IS
YTOYHEHHS JUAarHo3a U COCTABJICHUS] WHIUBUYaJIbHOU
nueTbl. HazHauuTh KUAKUM/ KaluieoOpa3Hblid MPUKOPM 10
YTOYHEHHMS JMarHosa.

1-3

Cpennuit

Koncynbranus ¢ nedamum BpauoMm JiJisi yTOUHSHUS
JMarHo3a, 00CykJIeHrne He0OXOAMMOCTH JOTOJHEHUM U
W3MEHEHUM B MUTAHUHU ¢ ueTosoroM. 3mepenue Beca 2
pas3a B HEJIEIO C IIOBTOPHOM OLIEHKOW PUCKA MO JaHHOU
IIKaJIC YePE3 HENEIIO.

Huskui

CrennalibHBIX peKOMEH A He TpeOyeTcsl.
[Teprnoanyeckoe B3BEMIMBAHUE COTVIACHO IIPUHSITOMY B
OOJBEHUIIE PACTIOPSIKY C TIOCTEAYIOIICH MTOBTOPHOU
OLICHKOW pUCKA IO TAHHOW WIKAJIE Yepe3 HEAEINIO.
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3a0os1eBaHMsl «BBICOKOTO pucka» s mkajabl STRONGKids

HepBHas anopekcus

Oxoru

BponxomnynbMoHaNbHASA AUCIIIa3us (TOJIBKO IS IETed Milajuie 2
JIeT)

ennakus

MyxkoBucu103

Hespenocts/HeoHOMEHHOCTH (KOPPEKTUPOBKA 0 6 MECSIIEB)
XpoHHuueckue 3a00JIeBaHUs cepia

Nudexuun (CITA)

BocnanutenbHbie 3a00J1€BaHUS KUIIIEYHUKA

Pax

XpoHnueckue 3a00JIeBaHUS TICUCHH

XpoHHnueckue 3a00JIeBaHUSI MTOYEK

[TankpeaTut

CuHAPOM KOPOTKOT'O KUIIIEYHUKA

3a001€BaHM MBIIIIL]

TpaBMbI

YMCTBEHHAsI OTCTAJIOCTD / 3a7iep>KKa YMCTBEHHOTO Pa3BUTHS
[Ipencrosias 0ombIas oneparus

Hecneuuduueckue 3a6oeBanus (Ha yCMOTpEHHE Bpaya)

II1. Ierckass Mopkxu/iicKas HIKAJIa HEIOCTATOYHOCTH
NUTAHUS

Paediatric Yorkhill Malnutrition Score (PYMS) (Gerasimidis K. et al., 2011)

JlaHHas mIKana OUEHKM mpumeHsercs y aered ¢ 1 roga mo 16 mer. Jleren
miajame 1 roga He0OXOAMMO PETYJIIPHO B3BELIMBATH U U3MEPSTH C PETUCTPALIMEH
poCTa B LICHTWJIbHBIX TaOIMIIaX.

[TomaroBslii Kputepnun mkamnsl Ouenka
aITOPUTM

[ar 1 Nunexc Maccel Tena umxe Her 0
HIKHEW TPaHULIbI IS Ia 2
JTAHHOT'O BO3pacTa U ImoJia
o Tabmutie (Tabi. 7)

Hlar 2 Otmeuaercs i y pebenka  Her 0
CHUXCHHUE MaCChl T€Ja B Ja 1

nocJyeHee BpemMs? * [Torepst maccel Tena 6e3
SABHOW MPUYHUHBI
» Onexna crana 6osee
CBOOOTHOM
» CHIDKEHHUE TEMITOB Habopa
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[ar 3 OTMeyaeTcs 1 CHUKEHUE
noTpeOIeHUS MUK IO
KpaliHE Mepe B TEYEHUE

nocJeaHen ueaenu?

[Ilar 4 Byner nu nutanue peGeHka
MOJIBEP>KEHO BIMSHUIO

TEKYIIETro COCTOs-

HUSA/TOCOUTAIIN3ALMH 110
KpaliHE MEpE B TEYEHUE

CIEIYIOIIEH HEeIn?

Macchl Tena (eciu < 2 JieT)
Her

Ha

CHmxeHue 00bIYHOTO
MOTPEOJICHUS TTUIIU B
TEUCHHUE KaK MUHUMYM B
TEUECHUE MOCIICTHEN HEJIeIIN
Ha

OTtcyTcTBUE NOTPEOICHUS
MU (MM BCETO HECKOJIBKO
TJIOTKOB) B TEUCHHE
MOCJEAHEN HENETU

Her

Ha

1o xpaiiHe Mepe B TeUEHUE
CIEYIOLIECH HENlen

* [ToBbIIEHHOE MOTpEOICHUE
W/unm

* [ToBbIlIEHHBIE TOTPEOHOCTH
W/unm

* [ToBbIlIEHHBIE TOTEPH

JA

OTcyTCcTBHE CAMOCTOSITENBHO
nuTaHus (MM BCETO
HECKOJIBKO TJIOTKOB), 1O
KpalHeu mepe, B TEUCHUE
CIEYIOIICH HEeIn

[ToxcuuTaiite 0OIIyI0 cCyMMy OaiioB (cymma maros 1-4)

HNHcTpyKnust 10 OLeHKe HHAEKCAa MAacChl TeJla

|

-

Bo3spacr (B rogax) Manpuuku JeBouku
1 15.0 15.0
2 14.5 14.0
3 14.0 13.5
4 13.5 13.5
5 13.5 13.0
6 13.5 13.0
7 13.5 13.0
8 13.5 13.0
19 13.5 13.0
10 14.0 13.5
11 14.0 14.0
12 14.5 14.5
13 15.0 15.0
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14 15.5 15.5
15 16.0 16.0
16 16.5 16.5
17 17.0 17.0
18 17.0 17.0

*(Ecau pacuemuwiii UMT nuosice nokazameneil 0ns OaHHO20 803pacma u nod,
cnedyem omeeyams «/{ay ons waea 1)

WuTtepnperanust nanHbIX: ) 0a/UI0B - MOBTOPUTE OIEHKY B TEUCHUE OJHON HEJENH,
1 6as - MOBTOPHUTE OIEHKY B TEUCHHE TPEX THEH; 2 1 0osiee 6AIIIOB - KOHCYJIbTAIUs
JTUETOJIOTA, TIOBTOPUTE OIICHKY B TEUCHHE OHOW HEICITH.

1Y. KuroueBbie BONPOCHI ISl POAMTEJIEH € HEeJIbI0 OLIeHKH
NUTAHUSA/HAPYILLIEHU [JIOTAHUS
y Jeteii ¢ nepedopaibubiM napaanuom (Arvedson J.C., 2013)

]

Bonpocsr Kpachsrit dar
Kak monmro 3ammmaer mponecc bomee, yem 30 MMH B KaKIbId IPUEM
KOpMJICHHS Ballero peoeHka? 005000051

Bpemss mpuema nmmum sBhsierca  Jla, ecid ISt OJHOTO WM 000UX
cTpeccoM i peOeHka WU

poauTenei?
[IpubGaBku wmaccel Tena Bamiero OTCyTCTBHE MNPUOAaBKM MacChl Tella B
pebeHKa aJicKBaTHBI? TeueHue 2-3 Mec.

Ectp mu pecriupaTopHbie mpobsiieMbl?  YBENIWYEHHUE  BPEMEHHM  KOPMIICHUS,
OyJBKaIOUMil  TOJNOC, pEeCIUpaTopHbIS
npo0JieMbl

Ipunoxenne 4

Cucrema kinaccupurkanuu CrioCOOHOCTH MPUHATHUSA MUIIUA U )KUTAKOCTH
Eating and Drinking Ability Classification System (EDACS)
(pa3pabdoTtana ®OHIOM HAIIMOHAJILHOM CUCTEMBI 3PaBOOXPAHEHUS

HenapramenTta rpadcrBa Caccekc, BenmukoOpuranus;
https://www.sussexcommunity.nhs.uk/get-involved/research/chailey-
research/eating-drinking-classification.htm)

Henp Cuctemsl kiaccu(pUKALUKA CHOCOOHOCTH NPUHATHS TMHUIIM M SKUIKOCTH
(EDACS) 3akmtouaercs B TOM, YTOOBI C TOMOIIBIO 3HAYMMBIX Pa3TUYHMA
KJ1acCU(UIMPOBATh CIOCOOHOCTH JIUI, CTPAAAIONINX EePEOPaATHLHBIM MMaPATHIOM,
MIPUHUAMATh MHILY U XKUJIKOCTh B MOBCceNHEBHOM xu3HU. EDACS mpenocrasnser
co00l cHCTEeMAaTHYECKHil Croco0 OMHUCAHMSI CIIOCOOHOCTH YEJNOBEKa MPUHUMATH
MUY U KUAKOCTH IO MATH PA3IUYHBIM YPOBHSIM.
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OcHOBHOE BHUMaHHUE ynensercs (YHKIHOHAIbHBIM JEUCTBUSM, CBS3aHHBIM C
IPUEMOM NUIIM W MHUTbEM, TAaKUM KaK COCAHHME, OTKYChIBaHHWE, IJIOTAHHUE H
yAep >KUBaHHE THILU WK )KUJIKOCTH BO PTy. Pa3nnynbie yacTu pTa BKIIOYAIOT T'yOBHI,
YeI0CTh, 3yOBl, IEKH, A3bIK, HE0O U TTIOTKY. Pasrpanndenus Mexay pa3iTudHbIMU
ypoBHsiMu B EDACS ocHOBaHbI Ha ()yHKIIMOHATBHBIX CIIOCOOHOCTSIX, TOTPEOHOCTH
B QaNTallMd K KOHCUCTEHUUHU MPOAYKTOB MUTAHUS U >KHJIKOCTH, HCHOJIb3YEMBIX
METOJaX IMOAIEPKKNA U HEKOTOPBIX IPYIUX XapaKTEPUCTUKAX OKPYKAIOIIEH CPEIBI.
Cucrema EDACS xnaccudunupyer oOiiee COCTOsSHHE NpU MpUEME MUIIUA WIH
YHOOTPEOJICHUH KUIAKOCTH, BKJIIOYAIOUIEE B3JEMEHThl KaK JIBUTATEIbHOM, Tak U
CEHCOPHOU CUCTEM.

JlanHasi cuctema TpelocTaBisieT cOOOM IMOJIHOE OINMKCAHUE PA3JIMYHBIX YPOBHEH
byHkunoHambHBIX crnocooHocTer. Illkana sBisieTrcs mopsakoBoi. Paccrosnus
MEXIY YPOBHSMU HE PaBHbI, M JIIOJU C LEpeOpaIbHbIM HapajuyoM HE OyayT
PABHOMEPHO PaCIIPENEIEHBI 10 YPOBHSIM.

EDACS He saBI€TCSI HHCTPYMEHTOM OLIEHKH, KOTOPBIM MOYKHO MCIOJIB30BaTh IS
JETAJbHOIO PACCMOTPEHUSI COCTABHBIX YACTEM IMpolecca MNpueMa IHINH U
x’uakoctd. OHa HE [JaeT HCYEPIBIBAIOLIEIO0 PYKOBOJACTBA II0 IMTAHHIO,
HEOOXOAMMOIr0 IJii HEKOTOPBIX JIIOAEH C IepeOpalbHbIM MapaindyoM, Jis
0e3omacHoro v 3HEeKTUBHOTO MpHUeMa MUIIU U KUJKOCTH.

W3MeHeHns B mponeccax mpueMa MUK U KUIKOCTH IPOUCXOIAT M0 Mepe pocTa
4eJI0oBeKa B pe3ysibTare (PU3MUECKOro pa3BUTHUS U HAKOIUIEHUs OmbiTa. B naHHOM
nerctytoie Bepcu EDACS onuceiBaeTcsi cCHOCOOHOCTD JETEH € 1epedpaibHbIM
napajindyoM, HaurHasi ¢ BO3pacTa 3 JeT U CTaplle, IPUHUMATh MUIILY U KUJKOCTb.

OCHOBHBIMH OCOOEHHOCTSIMHU TIpoIlecca TpHeMa MHUIU W KUJIKOCTH SIBISIIOTCS
0e30macHOCThb U 3 PEeKTUBHOCTD.

Be3onmacHOCTH OTHOCUTCS K PUCKAM YAYIIbS U ACIIMPALINU, CBI3aHHBIX C IPUEMOM
MUIIA U KUJTKOCTH.

¢ PeKTUBHOCTL OTHOCUTCA K NPOJOJDKUTENBHOCTH BPEMEHU M KOJIWYECTBY
YCUJINM, 3aTPAYMBAEMBIX B MPOLIECCE MPUEMA MUIIM U KUJKOCTH, a TAKKE K TOMY,
YIAEPKUBAECT JIM YEJIOBEK MUILY U )KUJIKOCTh BO PTY, HE Tepsisd ux. OrpaHuyeHUs B
OTHOLIEHUHM KayeCTBAa U CKOPOCTU JABHXKEHUS PA3JIMUYHBIX CTPYKTYp IOJOCTH PTa
OynyT BIUATH Ha 3(PHEKTUBHOCTh MOTPEOICHUS MUK U KUAKOCTH. KonmmdecTBo
YCUJIMH, MpUJIaraéMbIX B MPOIIECCE MpUeMa MUIK U KUAKOCTH, OyAEeT BIHUATH Ha
CKOpPOCTb YTOMJIEHUSI YEJIOBEKA BO BPEMS €]IBL.

D¢} dexkTuBHOCTD, ¢ KOTOPON HYETOBEK HMCIOJB3YET CTPYKTYpPHI MOJIOCTH PTa IJIs
IpreMa IUILIH U )KUAKOCTH, BIUSET Ha KOJIUYECTBO MUILIU U )KUAKOCTH, KOTOPOE OH
MOXET YIOTPeOJsITh. DTO OJMH W3 psafa (PaKTOpoB, KOTOPBIC BIUSIOT Ha TO,
CIOCOOCH JIM YEJIOBEK MPUHUMATh JOCTATOYHO MHUIIU U MOTPEOJISITh TOCTaTOYHO
AKUIKOCTH, YTOOBI pACTU U OCTABATHCS 30OPOBBIM. XOPOIIEH MPAKTUKOW CUUTAETCS
OIICHKA WHAWUBUYAJbHBIX MOTPEOHOCTEW B MUTAaHUW W BOCIOJHEHUHU TOTEPH
YKUJIKOCTH U OTIpeJIeTIEHUE TOTO0, YAOBIETBOPSIIOTCS JIM OHU JIOJDKHBIM 00pPa30M.
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OO0mue pyopukm:

Yposenb I - Ect u nbet 6e30macHo u 3¢ HekTHBHO.

VYposens II - Ect u neer 0Oe30macHO, HO C HEKOTOPBIMH OrPAHHUYECHHUSIMHU

3 PeKTUBHOCTH.

VYposens Il - EcT u mbeT ¢ HEKOTOPHIMU OTpaHUYCHHUSIMH 0€30MaCHOCTH; MOTYT
ObITh OrpaHndeHust YHPEKTUBHOCTH.

VYposens [V - EcT u nibeT co 3HaUUTEIbHBIMU OTPAHUYEHUSIMHU 0€30I1aCHOCTH.

VYposenb V - HecriocoOeH ecTh WM NMUTh 0€30I1aCHO — MOXKET paccMaTpUBaThCs
BapUaHT KOPMJICHUS 4Yepe3 30HA U1 00eCledeHMs HaJJIeXkKallero
MUTaHUA.

bojiee mosiHOe onmucaHUe YpPOBHeHM NPHUBEACHO HA BbIINIEYKA3aHHOM CaHTe
(Bepcusi Ha PyCCKOM fI3bIKE) BMECTe € YKa3aHHeM Pa3JIn4uil MeK1y YPOBHSIMH.
OHU J10JDKHBI TOMOYb B OTPE/IETICHUHN YPOBHSI, KOTOPHIN HanOo0JIee TOYHO OTpaXkaeT
CIIOCOOHOCTH YeJIOBEKa MPUHUMATH MUILY U MOTPEOATh KUAKOCTH B HACTOSIIIAN
MOMEHT BPEMEHH.

Tpedyemblil ypoOBeHb IOMOLIM:

CrnocoOHOCTh 4eNloBEKa MPUHUMATh NHUILY W YNOTPEOJATh KUAKOCTH Oyaer
BBIPAXKATHCS KaK ypoBEeHb [-V ¢ mocineAyromuM yKa3aHWEM CTENEHU MOMOIIH,
HeoOXoauMol BO Bpemsi enpl. Hampumep, peOEHOK, KOTOPBIA MOKET 0e30MacHO
MUTAThCS C HEKOTOPHIMH OTPAaHUUYCHUSIMU TO SPGEKTUBHOCTH U HYXKIAETCS B
NOMOIIM NPU HAKJIAAbIBAHUM MHUINM B JIOKKY WIM MOJJEPKaHUU PABHOBECHUS
yaiku, oyaetr umeth ypoBeHb Il mo EDACS: Hyxnarouuiicss B COMPOBOKIACHUN
(HC); pebeHok ¢ HeOe30MacHBIM TJIOTAHHEM, CIIOCOOHBIM TMOAHOCHUTH IHINY H
HAMKUTKH KO PTY, OyaeT umeth ypoBeHnb V mo EDACS: HeszaBucumbsiii (H).

He3aBucumelii (H) yka3piBaeT, 4To JIFOAU MOTYT IMOJHOCUTD MUILY U HAIUTKU KO
pTy ©0€3 IIOCTOPOHHEH TOMOIINM. ITO HE O3Ha4aeT, 4YTO JIOJU MOTYT
peoOpa3oBBIBATH MUIITY 10 HEOOXOIUMON KOHCUCTEHIIMH JIsl 0€30MacHOTO W/WIH
3G (HEKTUBHOTO TIpHieMa MHINUA U KUAKOCTH. DTO TakKe HE O3HAYaeT, YTO JIIOIU
MOTYT CAMOCTOSITENTBHO CUAETb.

Hyxnawomuiicas B conposoxkaenuu (HC) ykas3piBaeT Ha TO, 4YTO YEIIOBEK
HYXJA€TCsS B TMOMOIIU ISl TMOJHECEHUS MUIIMM WM HAIMUTKOB KO PTy JUOO OT
JIPYroro 4ejoBeka, JUOO ¢ MOMONIBI0 aJanTUPOBAHHOTO 000pyaoBaHUsA. MoxeT
MOHAJ00UTHCS TOMOIIb B HAKJIAILIBAHUU TTUIIH B JIOKKY, TOMEIISHUH MUY B PYKY
WJIM B HANPABJICHUU PYKU YEJIOBEKA KO PTY, B YCTOMYMBOM YJIEP)KUBAHUU YAIIKH,
o0ecIeueHnr CTPOroro HaO0ICHUS UITH TIPEIOCTaBICHUHN YCTHBIX MOJCKA30K.
IHoanocThi0 3aBucuMbIii (I13) yka3piBaeT Ha TO, UTO YEJIOBEK MOJHOCTHIO 3aBUCUT
OT APYrOro 4eJIOBEKA MPU NOJHECEHUU U JOCTABKE MUILIU U HAITUTKOB B POT.
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Ipuioxenue S

KonBepcuonnbie K03 GpuuMeHThI K ypaBHeHUI0 Xappuca-beneaukra
(ITpuka3z M3 P® ot 5 aBrycra 2003 roma Ne 330 “O mepax 1o
COBEPIICHCTBOBAHUIO JICUEOHOTO MUTAHUS B JIEYCOHO-TIPOPUITAKTHIECKIX
yupexaeHusx PO”; Ilpunoxenne NoS5 — MHCTpyKIus 10 opraHu3anuu
sHTepasibHOro NTuTanus B JIITY)

®dakrtop ®dakTop noBpexkacHus | TemrepaTypHbIi Hedurut
aKTUBHOCTHU dakTop MacChl Telia
[TocTenpHBIN He6onpmme onepauuu 1,1 | 38°C - 1,1 ot 10 no
pexum 1,1 I[Tepenomsl kocreii 1,2 390C-1,2
[ManaTHbIi Bonpimme onepanyn 1,3 40°C-1,3 20% -1,1
pexum 1,2 [Tepuronur 1,4 41°C-1,4
OO6muit pexxum | Cerncuc 15 or 20 10
1,3 Tsxénas nonutpasma 1,6
YepenHo-MO3roBas 30% -1,2
TpaBma 1,7
Oxoru (1o 30 %) 1,7
Osxoru (30-50 %) 1,8 Gonee 30%
Osxoru (50-70 %) 2,0
Osxorn (70-90 %) 2,2 -1,3
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