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1. IATAHUE JIETEN B KOMILJIEKCE INAJIJIMATUBHO
IomMomu

XpOHMYECKUE PACCTPOMCTBA MUTAHMUSI W IMUIIEBAPEHMS SIBJISIOTCS
OIHOI M3 CaMBIX YaCThIX MPOo6IeM HaJIMaTUBHBIX 001bHBIX. COIIACHO
manHeM J.Wolfe (2000), cpeny CUMIITOMOB M CUHIPOMOB TTOCJIEIHETO
Mecsua Ku3Hu y 103 najqmnaTuBHBIX TeAUaTPUUYECKUX MTAlMEHTOB C OH-
KOJIOTMYECKOM MaTOJIOTMEN TJIOX0M anmneTut orMmedancst y 80% nereit,
TOLIHOTA U pBOTa — y 55%, 3anopnl — y 50%, nuapes — y 40% OOJIbHBIX.
Heo6xonrMo OTMETUTD, YTO JaHHbIE KIIMHUYECKHE IIPOSIBIICHUS KpaiiHe
TPYAHO MOIAABAIUCH aeKBAaTHOMY JICUCHUIO; YIYUIIUTh COCTOSTHUE all-
MeTUTA YIaJ0Ch JULIb y 4% neteil, KymUpoBaTh TOLIHOTY/PBOTY U yCTpa-
HUTH 3a1topbl — y 10% mainueHToB, KynupoBaTh Auapeio — y 1% WHKy-
pabenbHbIX 00abHBIX (Wolfe J., Grier H.E., Klar N. et al. Symptoms and
suffering at the end of life in children with cancer. N Engl J Med 2000;
342: p. 326—333).

HecMoTps Ha TO YTO MUTaHKME MHKYPaOEIbHBIX IeTeil OpraHU3yeT-
¢ 110 OOIIMM MPUHLIMIIAM KJIMHUYECKOro MUTAaHus, B JETCKOM BO3pac-
Te, BKJII0YAsI MepUOI HOBOPOKIEHHOCTU U MEPBbIA rOJ XXU3HU, UMEETCS
MHOXECTBO CYILIECTBEHHBIX OTJIUYUI OT HYyTPUTUBHOU MOIACPKKU He-
MU3JIeYMMO OOJIBHBIX B3POC/BIX IMaleHToB. K BO3pacTHBIM OCOOEHHO-
CTAM NMUTAHMUA JeTeil HA MAIMATHBHOM Tepamuu, B OTJIMYKE OT TaKOBBIX
y B3POCJIbIX, OTHOCSITCS CICIYIOIINE:

1. ITocTOSTHHO H3MeHSIOHmMecs MOTPEOHOCTH pPeOCHKAa B OCHOBHBIX
MUIIEBbIX MHTpenreHTax (OesKax, Xupax, yrieBoiaX, KaJopHsX, MU-
KpoaJjieMeHTaX, BUTaMuHax). OHU MEHSIIOTCS He TOJBKO B 3aBUCHMO-
CTU OT KJIMHUYECKOIO COCTOSIHUS IMalyeHTa (aHAJOTUYHO B3POCIBIM),
HO U — OYEHb JMHAMMYHO — B 3aBMCUMMOCTH OT €ro BO3pacrta, 4To Jie-
JIaeT HEOOXOAUMBIM MEPUOINYECKU ITPOBOIUTH IepepacyeT MUTaHUS
B YCTAHOBJICHHBIE CPOKM M IPUHUMATH PELICHHE O BBEACHUU HOBBIX
OJII01 M BUAOB MUTAHUSI, KOTOPBIE paHee B MUTAHUM HE UCITOIb30BaIUCh
(B 9aCTHOCTH, MPUKOPMOB). OCOOEHHO BasKHO 3TO JIJIS TSKEJTOOOTBHBIX
JIeTell paHHETO BO3pacTa, IJisi KOTOPBIX pacueT M HeoOXoaumMast KOppeK-
LIS MUTaHUS TIPEIyCMOTPEHbBI HEe peke OJHOIO pa3a B HelEJIO IIPH CTa-
OMJILHOM COCTOSIHUU, a IPU OKa3aHUU MHTCHCUBHOM MTOMOIIM — Yallie,
B 3aBUCUMOCTHU OT KJIMHUYECKON AMHAMUKU. PocT 1 pa3Butue pebeHka
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1. MUTAHUE JETEW B KOMITJIEKCE MAJUIMATUBHOM MOMOIIIU

MPOJIOJIKAIOTCSI, HECMOTPSI Ha €0 MHKYPaOeIbHOCTh, U TPEOYIOT ropasno
0oJiee TIATEIbHOTO OTHOIIEHMS K MTUILEBBIM UHIPEAUEHTAM, YeM Y He-
M3JIEYMMO OOJIbHBIX B3POCJIBIX MAllMEHTOB. PacueT mUTaHUs OTHOCUTCS
K TpoeccMoHalbHOM KOMIETEHIIMM Bpaya, OHAKO HE MeHee BaxkHas
POJIb MEACECTPHI 3aKJII0YAeTCSl B TOYHOM KOHTpOJIE 00beMa M XapaKTe-
pa moTpebiasgeMoro pebeHKOM pallMoHa, a TJlaBHOe — B OOecIeueHUU
KayeCTBEHHOTI'O yX01a, NP KOTOPOM ITMTAaHWE W Pa3IMYHbie BUIBI HY-
TPUTUBHON MOAIEPKKMA OOJIBHOTO JOBOMSITCS M0 MAaKCHMMAaJbHO MOJIHO-
IO UCITOJTHEHUS. TOIbKO MPOU3BOAS CUCTEMAaTUIECKIE paCUEThl, MOKHO
aneKBaTHO 00eCeYnTh MHKYpabeIbHOro pedbeHKa HeOOXOAUMbIM KO-
YECTBOM M KauyecTBOM MuilM. OmgHaKo J00ble pallMOHAJbHbIE pacuyeThl
JIOJKHBI TOTIOJIHSIThCST aleKBAaTHBIM CECTPUHCKUM MOHUTOPHUHIOM, UTO
obecnieunBaeT 3PHEKTUBHOCTH KIIMHUYECKOTO TTUTAHNS B 1IEJIOM.

2. JIng peteil paHHero Bo3pacTa CylIeCTBYIOT OOIICIPUHSThIC CTaH-
JapThl U aaropuT™Mbl BCKapmimBaaus (HamonanbHas mporpaMma 1o oIi-
TUMU3ALMKA BCKapMJIMBAHMS J€Tel MepBOro rojaa XKu3Hu B Poccuiickoi
®enepamnum, 2008, 2011; HanmoHanbpHast TporpaMmMa ONTUMM3aIAN TTH-
TaHUd geTeid B Bo3pacte oT 1 roga 10 3 ner B Poccuiickoit Menepannu,
2015). B 60nbIIMHCTBE MAJIMATUBHBIX CUTYallMi 9TU KIWHUYECKUE pe-
KOMEHIAIIMU MOTYT MMPUMEHSThCS 0€3 CYIeCTBEHHBIX BUIOU3MEHEHUA,
C IPMMEHEHWEM TeX IMUTATSIbHBIX CMeceil 1 OJIIoI IIPUKOpPMa, KOTOPHIE
B HUX yKa3aHbl. OMHAKO Jaxe y IeTeil crapiie 3 JeT nepedeHb PEKOMEH-
JIyeMbIX OO, UX KyJIMHapHast 00paboTKa, 00beM M KPaTHOCTb ITpUueMa
MUIIH TIPOIOJIKAIOT CYIIECTBEHHO OTIMYATHCS OT TAKOBBIX Y B3POCIIBIX.
B nenom nuraHue geteil ABasieTcs ropasfgo OoJiee CTaHZAPTU30BAaHHOM
TEXHOJIOTHUEH, YeM IMUTaHUEe B3POCIHbIX, UTO TPEOYeT HOITOJIHUTEIbHOMN
MOITOTOBKY 1 00yUYEeHUSI MEAUIIMHCKOTIO IIepCcoHaIa.

3. Cpenu nereil, HyXXIamIIUXCS B MaJUIMaTUBHON MOMOIIM, 3HAYU-
TeJbHA IOJSI WHBAJIMAOB C HACJIEACTBEHHBIMU 3a00JICBAHUSMU, ITOIY-
YalolIX 0CO0YI0 MOKHU3HEHHYIO AUeTy (MYKOBUCIIMIO3, raJlaKTO3EMMUSI),
a TakKe AeTeli-MHBAJIMIOB Ha JUIMTEILHOM 30HI0BOM IMUTAHMM (TsDKetast
HeBpoJiornueckasl rnaTojorusi, MHKypaoeabHble Nopoku pa3Butus KKT
MocJIe MaJNIMaTUBHOTO XUPYPTAUECKOTO BMEIIIATEIbCTBA).

4. HaBBIKM CaMOCTOSITEIbHOCTH 1 NHILEBOE NMOBEIeHHE Y IeTeli, B OT-
JINYMe OT B3POCIbIX, TOJBKO (popMupyroTcs. [eTu ropasno 6oJjiee 3aBu-
CHMBI OT TIOMOIIIM TIepCOHaa IIpU KOPMJICHUH, YeM B3POCIIBIe, M MeHee
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1. MUTAHUE JETEW B KOMITJIEKCE MAJUIMATUBHOM MOMOIIIU

CIOCOOHBI OCO3HAHHO IEPEHOCUTH IMUILIEBbIE OTPAHUYECHUSI U HEYyHI00-
CTBa, CBSI3aHHbIE ¢ KopmiieHUeM. [ToaToMy Hapsiay ¢ HeMmoCcpeaCTBEHHBIM
obecrieyeHWEeM MUILEBBIX TTOTPEOHOCTEN, HEOOXOAUMO YAEeasITh BHUMA-
HUE BbIpAOOTKE y pebeHKa-MHBaJIKMIa HEOOXOMMMBIX MUILIEBBIX HABBI-
KOB, KaKUM Obl CEpPbE3HBIM HU ObLIT ITPOTrHO3 €ro 3a00JeBaHMS U KU3HU,
a Tak>Ke MOOIIPSTh CAaMOCTOSITENIbHOCTD B efie. JlaHHas 3amaua peaiusy-
eTCsl TIpU MTOBCEAHEBHOM yJaCTUM MaTepu, OJHAKO POJIb MEAULIUHCKOMR
CeCTpHI JIeYeOHOTO yupexXIeHMsT (moma pebeHKa, MHTepHaTa, JEeTCKOM
OOJILHUIIBI, XOCIIMCA) B €€ PELIeHUN MOXET O0Ka3aThbCsl He MeHee Cylle-
CTBEHHOI.



2. OBIIIME PEKOMEHJAIIVN 110 OPTAHU3ALINN
KOPMJUIEHUA

B OGonplIMHCTBE cCilyyaeB HEOOXOAMMO HE TOJbKO OpraHM30BaTh
M TIPAaBUJILHO IIPOBECTH KOPMJICHHME peOeHKa, HO M OOYIUTh €ro MaKCH-
MaJIbHO MCIIOJIb30BaTh CBOM OIPaHUUYEHHBIE BO3MOXHOCTU U I1OJIb30-
BaThbCs CIIEIMATbHBIMU ITPUCITOCOOIEHUSIMU JIJIS HE3aBUCUMOTO M CaMO-
CTOSITEJIHOTO IIMTAHUSI.

Ilepen xopmaeHueM 00JILHOMY PEOSHKY HEOOXOAMMO MpPUIATh 1pa-
BUbHOE NOA0JICeHUe, 9TO BO MHOTOM OIIPEIEIISICTCS €T0 BO3paCTOM 1 HEpPB-
HO-TICUXWYECKUM cTaTycoM. [ nmereii cTapiiie OJHOTO roja CilenyeT
IIOJIB30BaThCSI OOBIYHON cucmemoil npednoumeruil, IPUHITOM Y B3POC-
JIBIX: JIyYIlle BCEro eCTh 3a cToJoM (1), ecim HeT TaKoil BO3MOXXHOCTH,
TO B ITOJIOXKEHUHU CUIS Ha KpoBaTH (2) C OMyLICHHBIMU K II0JIy HOTaMMU,
3aTeM — CHUJS C HoraMM B KpoBaTu (3), Y KOTOPOI IIOTHST TOJI0BHOI KO-
Hell U/WIK MOAYIIKHY, U, HAKOHEeIl — caMblii HeXelaTeJbHbI BapuaHT —
JIexXa ¢ IIPUITOAHSITOM TOJIOBOM (4), YTO MCIIONIB3YETCSI Y CAMBIX TSIKEJIBIX
nauueHToB. JleTeli mepBbhIX MECSIIEB XM3HU, €llle He CIIOCOOHBIX caMo-
CTOSITEJIBHO YAEPKUBATh TOJIOBY W CUACTh, Iepel KOPMJIICHUEM TP BO3-
MOXHOCTH CJIeAyeT B3STh Ha PYKH (5), YTO CHIKAET KOJIMIECTBO BO3MOXK-
HBIX OCJIOKHEHMI ¥ TUTUEHUUECKUX MTpo0JieM (acnupanus, METEOPU3M,
nomnagaHue IMUIIKA Ha JIEMKOIUIACThIPHBIE HAKJIEHKN M ONEXIy), a TaK-
K€ ONTUMU3UPYET MCUXOIMOLIMOHAIbHBIE aCIEKThl KOPMJIEHMSI, CTOJIb
BakHbIe I MiuaneHuUeB. K coxaneHuo, KopmiaeHe TPyaAHOro pedbeH-
Ka B IIOJIOKEHUU Ha PyKax B3pOCJIOro 3aTPyIHSIETCS IIPU UCITOJIb30BaHUU
MHTEHCUBHBIX JICYeOHBIX TEXHOJIOTUI (comep:KaHWe B KIOBe3e, Helpe-
pbiBHasi uH(@y3uoHHast Tepanusi, MBJI, ummoounuzauust). Ilpukpo-
BaTHbIE U HAaKPOBaTHbIE MOPTATUBHBIE CTOJUKM OOJIEryaloT KOpMJIEHUE
crapmux gereit. Ilepen HagaoMm KopmiieHHsT OOJIBHOTO peOeHKA CIIemy-
€T yOeIUThCs B TIOJTHOLIEHHOCTH €TI0 >KeBaHUsI U IJIOTaHUsI, UTO HE BCEraa
SICHO M3HavaibHO. [1IoBTOpHOE TTOIIepXUBaHKe MPU elie¢ — IMOTCHIINATb-
HO OIlacHasi CUMIITOMAaTHKa, O KOTOPOM MaTh WM MEIMIIMHCKAS CecTpa
JOJIKHA COO0IIATh Bpauy, MPEeKpaTUB KOPMJIEHUE.

Hs1 OOJBIIMHCTBA TSKEIOOONBHBIX AeTeH MpUeM MUIIK SIBISIETCS
CYIIECTBEHHOM (PM3MUYECKOIl HArpy3Koil, OT KOTOPO OHU YTOMJISIIOTCS.
IToaTomy, Kak mpaBUIO, KOPMJIEHUE TPEOYET YMEPeHH020 memMna ¢ npo-
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2. OBILUME PEKOMEHAALIMU 11O OPTAHU3ALMW KOPMJIEHU S

Mexcymrkamu omaovixa, 4TO He BCEraa MPOCTO OOECIIEYUTDh IPU BHICOKOM
(byHKIIMOHAIBHOM 3arpy>KeHHOCTU MEIUIIMHCKON cecTpbl. OnHAKO ee
crelka ¥ HepBO3HOCTh MPU KOPMJIEHUU pebeHKa HeM30eXXKHO CHUXKA-
10T 3(b(EeKTUBHOCTD MpoLEeAYyphl. BecbMa COMHUTEIbHBI PEKOMEH AL
K ICTIOJIb30BAaHUIO OTBJIEKAIOIINX (paKTOPOB (TEJIEBU30P, BUIEO, HACTOIb-
HbIE UTPbI) B MOMEHT KOPMJICHUS peOeHKa, TaK KaK 3TO HE COOTBETCTBYET
NpUHLIUNAM (PU3MOJIOTMYHOTO MpHUeMa THILH, a TAaKXKe TpedyeT 0coboro
BHUMAaHMS U TpyHao3arpaT nepcoHaja. [10CKoIbKY TsKeI000JbHBIM JIe-
TSM TPYIHO CAMOCTOSITEJIbHO COOPATh U3 TAPEJIKMA OCTATKU MUIIU, MOXKHO
MOMBITAThCS KJIACTh UM OOJIbIIE eIbl, YeM Heooxomumo. C Ipyroit cTopo-
Hbl, MHOTHE JIETH YK€ MPUYYEHBI POAUTEISIMU HE OCTABJISITh MUIILY B Ta-
pesike, U BUJL HeloeIeHHOTO OJ110fia MOXeT BOCTIPUHMMATLCS CaMUM pe-
OeHKOM Kak gocanHas Heynada. Ilepen emoii 00s13aTeIbHO HY>KHO BHIMBITh
PYKU pebeHKy, HaxoasIIeMycs Ha MOCTeJIbHOM pekuMe, U 00ecredrThb
MOOJIM30CTH TOCTATOYHOE KOJIMYECTBO ca(PeTOK (OyMasKHBIX, BIIAsKHBIX
WJIM TKAaHEBBIX HATPYIHbIX). ECIv KopMileHre TPOBOAUTCS B OOJTbHUYHOM
TajlaTe, BaXKHO OpraHM30BaTh €ro TakK, YTOObI OHO HE COYETalIoCh C Me-
TUIMHCKMMU TIpolieAypaMyd U MaHUMYJISILUMIMU y COCEeleil Mo masare,
a Takke y camoro pedbeHka. Hemaso 1ieHHBIX 3aMeuaHuii 110 KOPMJIEHUIO
TSDKEJIO0O0JIbHBIX MAlIMEHTOB MOXKHO HAWTU B «3amucKax 00 yXoae» BbI-
Jarolieiics anrnuiickoir meacectpsl Paopenc Haimuneeiin (1820—1910).
B yacTHOCTM, OHAa MTOAYEPKUBAET, YTO «DOJIBLHON MOXET ITOYYBCTBOBAThH
MOJIHOE OTBpAllleHUE K MUIlE, €CIU OJI010, K KOTOPOMY OH He MPUKOC-
HyJIcsI, He yOpaTh C ero CToja B HaZIeXK/e Ha TO, UTO OH BCE-TaKU MPUMETCS
3a Hero 1norno3xe. KylliaHbe 10J2KHO ObITh IOAAHO BOBPEMSI U YOpaHO BO-
BpeMsi — 0e3pa3IuvHO, CheIEHO OHO WM OCTAJIOCh HETPOHYTHIM. Kpaii-
He @peden 00bIMall 8cee0a cMasumy 4mo-Hudyos y nocmenu Ha cay4ail, ecau
OblL 601bHOMY 830YyMAAOCH NOECMb: ITO — BEPHEHNILIMI CITIOCOO OKOHYATE b~
HO JIMIIIUTB €TO0 aIlleTuTa». TakkKe BaxkKHO, 110 €€ MHEHUIO, «<HE TOBOPUTH
0 eJie B TIPUCYTCTBUU OOJIBHOIO, — 3TO MPAaBUJIO HE MMEET UCKIIOUEHMUS. .
Bun xyiianuii v moaeit, 3aHsIThIX €010, OTHUMAaeT Yy OOJILHOTO arleTuT,
IIpUYEM OH CaM B OOJIBIIIMHCTBE CJy4YaeB M HE CO3HAET 3TOT0».

I1pu BO3MOXKHOCTU nododpamsb 0codyo nocydy, o0JIeT4aiolIyto mpu-
€M IIUIIH, CJIeOyeT IMOOIIPSATh K 3TOMY poauTesel (ITOMIBHUKI ¢ HOCH-
KOM, KPYXKU C IBYMSI OOJBIIMMU PYYKaAMM, YalllKU-<«HEPOJIUBANKI»
CO ChEMHOW KPBIIIKOW, TapeaKu ¢ OOPTUKaMU pa3HOl BBICOTHI Criepe-
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2. OBIUME PEKOMEHJOALIMU ITO OPTAHU3ALIMUN KOPMJIEHU A

O W C3aaM, OETCKUE BWIKM U JIOXKKHU MOIXOISIIET0 pa3Mepa ¢ 0cobo
TOJICTBIMU TUIACTUKOBBIMU, HECKOJB3SIIMMU PYyYKaMHU MO0 C pydyKa-
MM, U30THYTHIMU IO YIJIOM ISl ymoOcTBa KopmiieHus ). He momyckaior-
Cs HUKaKHe yIPeKU B HEOMPSATHOCTH peOeHKa MPU KOPMJICHUM, HAIIPO-
TUB, HEOOXOOUMO CHMUMYAUPOBAMb AKMUBHOCMb U CAMOCHOSMEAbHOCMb
pebenka 6 ede, IUIsl 4YeTO MHOTIA pa3pelliacTcs €CTh TBEPAYIO MUIIY pyKa-
MU. AmanTauusi K MEHSIOIIMMCS IBUTAaTeIbHBIM HaBBIKaM peOeHKa Tpe-
OyeT 00JIbIIOTO BHUMAHUSI CO CTOPOHBI MEICECTPhI, TTOCKOJBKY 3TH Ha-
BBIKM B TIepBbI€ IBa TOAa JKU3HU Pa3BUBAIOTCSI OUeHb JMHAMHWYHO, U TaXKe
Y TSLKEJI000IbHOTIO MaJIbIIlia HeJIb3sl X TOpMO3uTh. C Bo3pacToM pebeH-
Ky TpeOyeTcsl Bce MEHbIIE BpeMEHHU JJISI TOTO, YTOOBI CheCTh YTO-HUOYIb
TBepIOe W BsI3KOe (KOTJIETKA, I'ycTas Kalllka), HO 3TO HE OTHOCHUTCS
K 6oJiee XXUAKUM ITI0pe WIK CyllaM, KOTOPbIe MaJIbIILY TPyIHEe JOHECTU
1o pta. CriocobHOCTh pebeHKa AepKaTh JOXKKY, 00pallaThCs ¢ YallKoul
WJIM 3aXBaThIBATh PYKOI KYCOK TBEPIOM MULIK TAKXKE YIydIIaeTCs ¢ BO3-
pactoM. HyXeH 00bIIOI TaKT U YYBCTBO MEPBI, YTOOBI HAWTU OMNTH-
MaJIbHOE COOTHOLIEHUE MEXIY «1€PBOOBITHBIMU ITPUEMAMU» U «LIUBU-
JIN30BaHHBIMU TPEOOBAHUSIMU» K TOMY, YTO IPOUCXOIUT BO BPeMS CIIbl
Mastbliia. Hampumep, nety ctapaloTcst ObITh CAMOCTOSITSIbHBIMU 1 MO-
I'YT CheCTh MOOOJIbIIIE, €CIU pa3pelliaTh UM IOJb30BaThCs HalbllaMU, I
TOr0 YTOOBI OpaTh eny. OgHAaKO MpeBpallaTh 3TO 3aHITHE B OECLIETBHYIO
WUTPY C MUILEI HeJIb3sd HU B KOEM CIIydae.

ITo muenuio @. HaliTuHTEIT, «OXOTHEE BCETO OOJIbHBIE €T, KOrIa
MX HAKTO He OecriokouT. Ecinu cumenka cama gaeT MuIny 00JIbHOMY, OHA
He JOJIKHA ITO3BOJISIT €MY pa3roBapuBaTh B 9TO BpeMsI U cama He TOJIK-
Ha MHOT'O TOBOPHTb, a MEHBIIIE Bcero — o efe». OMHAKo MociIeIHee 3aMe-
yaHKe B OOJbBILICI CTEIIEHN OTHOCUTCS K B3POC/BbIM, YyeM K naeTsiM. Clie-
JQyeT TMOMYEPKHYTh, YTO JJIs AeTeil paHHEro Bo3pacTa 0COOEHHO BasKHO
YYTKOE pearnpoBaHUe B3POCIIOrO IIpU MX KOpMJIeHNH. B mpexHue roast
Bpayy peKOMEHIOBAJIM €CJIM He CIapTaHCKYI0, TO JOBOJBHO-TAKU CACP-
JKaHHYI0 MaHepy KOpMJICHUS IBYX-TPEXJIETHEr0 peOeHKa, OCHOBAaHHYIO
MpeXIe BCEro Ha CTPOrOCTU TMTMEHUYECKUX TPeOOBAHUI M TOUHOCTU
BBITIOJTHEHUS paioHa nutaHus. CeromHs reauaTphbl, eIarory U gaxe
skcnepthl BO3 no BompocaM nmuTtaHus 6oJiee CKJIOHHBI K TOMY, UTO JIe-
Teli MOXHO TOOIIPSTh, YrOBapuBaTh, Ipeaiarath 100aBKy, pa3roBapu-
BaTh C HUMH 3a €0I 1 CIIEOUTh 32 TeM, CKOJIBKO OHU chelin. KommaecTBo
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2. OBILUME PEKOMEHAALIMU 11O OPTAHU3ALMW KOPMJIEHU S

€Ibl, ChbeIEHHOI PeOEHKOM, 3aBUCUT OT aKTUBHOTO 0I00PEHMS B3POCIO-
r'O YeJIOBeKa He MEHbIIIE, YeM OT MCXOJHOTO 00beMa U KauecTBa ITOPLIUIA.
Ecnu MmeaunmHCKast cecTpa yMeeT HOOIIPSTh peOeHKa BO BpEeMSI €lIbl, 3TO
TaK k€ BaXKHO, KaK M BpayeOHbIe 3HAHMSI O TOM, YEM €ro HYXKHO KOp-
MuTh. [1py 4yTKOM, IeIMKATHOM ITOOIIPEHUU BO BpeMsI €Ibl IETH Che-
JaloT OOJIbllIe, YEM B CUTYaIIUsIX, KOIJa Ha BpeMsl KOPMJIEHUS UX MPe1o-
CTaBJISIIOT caMUM ceoe.

IMTocne KopMiieHMSI BAaXKHO BBITEPETD JIULI0, PpyKU pedeHKa, MpU He00-
XOIUMOCTU MTepeMEHUTh OACKAY TMOO MOCTeIbHOE Oefibe, yOpaTh MOCyay
¥ HaBECTH MOPSIIOK Ha CTOJIMKE W B KpoBaTh. Ecii ema BeI3bIBaIa OTBpa-
1eHrue pedbeHKa, a KOpMJIEHUE MPOIIIO HA HEraTUBHOM 3MOILIMOHAJIb-
HOM (oHe MO0 3aBEPLINIOCH PBOTOIM, HEOOXOAUMO MPOBETPUTH MOME-
ILIeHKWe 1 yOpaTh OCTaTKU MUIIM KaK MOXHO ObicTpee. CieayeT 3apaHee
MPOAYMATh MOJIOKEHNE OOJIBHOTO peOeHKa B ITOCTEIN TTOCIIe KOPMIIEHMST
M BpeMsI, B TeUeHUE KOTOPOTO 3TO IMOJIOKEHUE HY>KHO COXPaHSTh (IIpo-
¢unakTUKa acrupanum).
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3. DHTEPAJIbHOE IIUTAHUE JETEN
HA ITAJUIMATUBHO! TEPAIIAU

B HeKOTOpPBIX MaTMaTUBHBIX KIIMHUYECKUX CUTYaLMSIX KOPDMUTD pe-
OeHKa OObIYHBIM IYTEM OKa3bIBAETCS HEBO3MOXHBIM WJIU JaXKe CTPOTO
MPOTUBOIIOKAa3aHHBIM. B TakMX cydyasix MpUHSITO MepeXoaUTh Ha TaK Ha-
3bIBa€MO€ KJIMHUYECKOE MUTAHUE, SHTEPAIbHOE WIM MapeHTEpaTbHOE.
[TokazaHus K mapeHTepaJbHOMY IUTAHUIO Y AeTel BeCbMa OTpaHUYCHHBI
U OTHOCSITCS, KaK MpaBUIIO, K MPAKTUKE OTACACHUN peaHUMalluy U UH-
TEHCUBHOM Tepanuu. ['opa3mo yaiie y AeTeil UCIIOIb3yeTcsT boee hu3m-
0JIOTUYHOE, 6€30IMaCHOe Y MEHee 3aTpaTHOE SHTepaJbHOE MUTaHKe.

DHTepaibHOE NMUTAHME — BBEJACHHE CIENUAIN3HPOBAHHBIX CMeceil me-
popabHO WK Yepe3 30H1 B pa3iuuHbie otaebl 2KKT.

ITytu BBeneHUsI SHTEPaIbHOIO MUTAHMS:

* OpanbHo (Memod cunurea, TO €CTh IPOOHOTO IMUThSI CMECU MaJIbIMU
TMOPLUSIMHA).
*  BHyTpu:XelynouyHO — Ha3oracTpajabHBIN 30H]I, TaCTPOCTOMA.

* BHyTpukuileuyHo (B TOIIYIO KMIIKY, jejunum) — Ha30elHaJbHbII
30H]I, TaCTPOCIOHAJIBHBII 30H, CIOHAIBHBIN 30HI. JlaHHBII MeToxd
MIPUMEHSIETCS Y IeTeil peIKo U B OCHOBHOM B XUPYPIrU4eCcKoii 1 pea-
HUMaLMOHHOM MpPaKTUKE.

[IpuHATO cumTaTh, YTO MACATbHBIM KaHAWIATOM JJis dHTepaIbHO-
ro MUTaHUS sBsIeTCs pebeHoK ¢ pyHKumroHupytomum KKT, KoTophlii
00 He Xouem, 00 He modxcem, TAOO He doadcer OOBIYHO MUTATHCS, HIN
HCTOIIEH, WK MMEET PUCK UCTOIIEHUS.

ITpumepom cuTyalyu, Koraa pedeHOK NOIMPOCTY HE XOUYET eCTh OObIY-
HBIM IIyTeM, SIBJISIETCS aHopekcus (IIOJIHOE OTCYTCTBME arimeTuTta). OHa
4acTo OTMeYaeTcsl y OOJbHBIX B TEPMUHAIBHOW CTAAUU XPOHUYECKHUX 3a-
0oJieBaHU U OCOOEHHO YacTO B KOMILIEKCE C Kaxexcuell (KpalHUM uc-
TOLEHUEM) — Y IeTeil ¢ OHKOJOTMYECKMU 3200 1€BAaHUSIMU.

K curyamusiM, Korma peOeHOK He Modicem TIMTaTbCS OOBIYHBIM ITy-
TeM 0e3 3HTEePaAIbHOIO IMUTAHUSI, OTHOCSTCS: HEKOTOpPbhle MOPOKU pa3-
Butusl KKT, nucdarusa (HapyweHue rinotaHus) rpu natojoruu HHC.
He doaxcer monydaTb OOBIYHOE MUTAaHUE PEOSHOK, CTPAJAIOIINIA TAKUMUT
HEU3JICUMMBbIMU, TEHETUYECKN OOYCIOBIECHHBIMU 3a00JIEBAHUSIMU, KaK
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3. DHTEPAJILHOE MUTAHUE JETEV HA MTAJUIMATUBHOW TEPATIUU

(beHUIKETOHYpUSI, TaJaKTO3eMUsI, MyKOBUCLIMAO3, 1eauakusi. PedbeHok
OKa3bIBACTCS UCcmoujeH TIpU AeCATKAX HEN3IEUYNMBbIX XPOHUUECKUX 3200~
JIeBAaHUI 1 UMEET BBICOKMIA puUCK UcmoujeHus Tiepel orepaiusiMu, Kypca-
MM XUMMOTEpaIuu, mocje oOmMrpHbIX TpaBM. IIpuBeneHHbIN nepeyeHb
KJIMHUYECKNX CUTyalllil OOBSICHSIET, HACKOJIBKO IITMPOKO MOXKET U 0K~
HO MPUMEHSITHCS 9HTEpaJbHOE MUTaHKE B MAJJIMAaTUBHOM TTeIUaTPUN.

Ipeumywecmea snmepanvHo2o numanus Nepen OOBIYHON TUETON 3a-
KJIIOYAIOTCS B TOM, UTO Bpady TOYHO M3BECTEH COCTaB M ITMTaTeIbHAs
LIEHHOCTh pallMOHa, KOTOPHIN 00JamaeT TAKUMM BaKHBIMU XapaKTepy-
CTUKaMU, KaK c0aJaHCUPOBAHHOCTh, CTPOrO€ COOTBETCTBHE BO3PACTHBIM
MOTPEOHOCTSIM U 3a1aHHOCTb CBOMCTB (HalpuMep, OTCYTCTBUE JIAKTO3bI,
caxapo3bl, INIIOTEHA, KOIla 3TO HYXHO O0onbHOMY). HeBO3MOXHO KoOp-
PEKTHO 00eCIeunTh BCE NaHHbIE pacyeTHbIE XapaKTepPUCTUKU IIPU Ha-
3HAYEHUM MTUTAHUS 110 CTAHIAPTHO IHUETE.

OCHOBHBIC NPUHUUNbI HA3HAYEHUS. IHMEPAAbHbIX cMecell 3aKII0YaloT-
Cs B TOM, YTO JETSIM C COXpaHHOI (PYHKIIME! nuilleBapeHUs Ha3HayaloT-
csI CMeCH Ha OCHOBe LIeJIbHOTO OeJIKa — «CTaHmapTHhIe cMecu» («Pecypce
Ontumym», «Knunyrpen FOnuop», «M3ocypc Crangapt», «Hyrpuson»,
«Hytpunun», «MHdpanTpuHu», «Ilenuairyp» u ap.), a AeTIM ¢ Hapylle-
HUEM IIpoliecca MUIIEBapeHUs] — TaK Ha3bIBa€MbIE <«I10JIy3JIeMEHTHBIS
nuetsl» («Ilentamen», «Ilenramen IOHuop», «IlemTtamen DHTepa»,
«Angape», «Hyrpuzon Basanct Ilentucopd» u ap.), comepKalme -
TaTeJbHbIE BEIleCTBA B BUJIE IMOJYYEHHBIX MOCJE CIIelMaJbHON TEXHO-
JIornyeckoi oopadoTku ((pepMEeHTAaTUBHOIO TUAPOJIM3A OEJIKOB) THAPO-
JIN3aTOB U MOHOMepoB. IlojyaieMeHTHbIE CMeCH Jierdye BCachIBalOTCS
1 OBICTpee YCBAMBAIOTCSI, YTO MO3BOJISIET YCIIEIITHO TOOUBATLCS KOPPEK-
LUK HYTPUTUBHOM HEAOCTATOUHOCTH.
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4. PHTEPAJIBHOE IINTAHUE YEPE3
HA3OTACTPAJIBHBIN 30H]]

4.1. Texnuka u npoueaypa BBeeH!s1 HA30racTPaJIbHOrO 30H1a

OcHaieHue 1151 BBeJleHHs Ha30racTpajbHOro 30H7a:
— Ha3oracTpajbHbII 30H]I
— mpobOka
— 3aXKUMBI
— sI3BIYHBIE LIMATEeIN
— 1mpuu 2KaHe
— (oHeHgocKoI
— JIEWKOIUIACTBIPb
— IepYaTKu
— Ba3eJIMHOBOE MacJio
— apTyK BJIaroHernpoHULaeMblit
— BOIOCTOMKMIT MapKep (IIIapuKoBask pydka)
— KOHTelWHep IJis Ae3UHMEKIIUN

IToaroToBka K npoieaype BBe1eHHsI HA30racTPaJabHOr0 30HAA: ITPU Ha-
JIMYUM MaTepu, OCYILIECTBISIONIEH YXOI, HEOOXOAMMO OOBSICHUTH €l
(a ecau peOEHOK B CO3HAHUU U cTaplie 3—4 JIeT, TO TaKXKe U eMy) LieJb
YU XOH TPEACTOsIIel mpolenypbl, 0COOGHHOCTU IOBEAeHUSI pedeHKa
BO BpeMs$ MOCTAaHOBKHU 30HJA. 3aTeM CJEAYET BLIMBITb PYKU C MbLIOM
WJIM C aHTUCEIITUKOM U OCYIINTh UX, HaIeTh IIOBEPX MEIUIIMHCKOIO Xa-
JlaTa HelmpoMoKaeMblIii papTyk (y 60JIbHOro BO3MOXHA PBOTA) U MEIU-
LIMHCKNE TIepYaTKHU.

BrinosiHeHue npomneaypsi:

1. Onpenenuth TIYOMHY BBeleHUsI 30HAA. s 3TOro HakKoOHed-
HUK 30HJIa COBMECTUTb C MOYKOI1 yXa peOeHKa, 3aTeM IPOTSIHYTh €Tro
JI0 KOHYMKA HOca U Jajee K MeUeBUAHOMY OTPOCTKY I'pyauHbl. HaHe-
CTH Ha 30HI METKY, 10 KOTOPOIi €ro CJIeayeT BBOIUTb.

2. BBecTu 30HI B HOC U3OTHYTHIM KOHIIOM BHM3, TIpeABapUTEIbHO
cMa3aB 30H] Ba3eJIMHOBBIM MacjaoM Ha JiuHy 12—15 cMm. HanpaBieHue
BBEJEHNS 30HIa — BHU3 U Hazaj (Ilocjie Hoca — B HOCOIVIOTKY, IJIOT-
Ky, MUIIEBOI, KeJlyaoK). Eciu mosgBuirch Npu3HakKu HapyILIeHUS Ibl-

16



4. BHTEPAJIbHOE MUTAHWE YEPE3 HA3OTACTPAJIbHbBIV 30H]T

XaHUsI, IIMaHO3 WY KallleJIb, HEeMeIJIEHHO U3BJIe4Yb 30H 00paTHO (BO3-
MOKHO, OH KOCHYJICSI BXO/Ia B TPaxelo).

3. IlponBurath 30HA B XKEJIYyIOK MEMICHHO, ITOCTETIEHHO 10 COOT-
BETCTBYIOIIEl MeTKU. IIpy 3TOM MOINPOCUTH OOJBHOIO HEMHOIO Ha-
KJIOHUTH TOJIOBY BIIEped M AejaTh IJIOTAaTe/IbHbIe ABVXKCHUS 110 Mepe
MPOIBMXKEHUSI 30HIa (€C/IM MallMeHT B CO3HaHMU). Y JeTeil paHHEro
BO3pacTa TPYAHO JOOUTHCS COTJACOBAaHHBIX C MEAIEepPCOHAJOM Aeii-
CTBUii. B 3THX ciyyasix METUIIMHCKOM CeCTpe CIeayeT IPOABUTaTh 30HI
IyoXXKe MMEHHO TOTJa, KOrJa MajleHbKMIA peOeHOK CaMOCTOSITEIBLHO
IeJlaeT TJIoTaTelIbHbIe NBIDKCHMS, OO TOTO MOMEHTa, KOrma OTMeTKa
Ha 30H€ TOCTUTHET Kpasli HO3pU, Yepe3 KOTOPYIO OH BBE/ICH.

4. IIpoBepuTh MPaBWILHOE ITOJIOKEHUE 30H0A 6 POMOBOIl NOAOCHU,
1I1aTejieM OTKPBIB OOJILHOMY POT.

5. IIpoKOHTpOIUPOBATh MECTO HAXOXAECHUS 30H0a 6 yceayoke. s
3TOro noacoeAMHUTh wmmpull 2Kane ¢ 20 cm® Bozayxa K Ha30TacTpasib-
HOMY 30HIY M BBECTHU BO3MYyX, OJHOBPEMEHHO ayCKYJbTUPYS 3BYKU
B XKeJyKe Npu MoMolu (poHeHA0CKOTa (1O KHbBI ObITb CABILIHBI OY1b-
Kaloliue 3ByKH).

6. 3akpenuThb 30HA. 111 5TOro mepekaTth 3aKMMOM AUCTATbHBIIA KO-
HeEll 30H/1a, 3aKPEMNUB €T0 JIEMKOIUIACThIPEM 3a YIITHOM paKOBUHOM, 3a-
TEM 3aKPBITh 30H TPOOKOI, CHSITh 3a3K1M.

3aBepineHne Nponeaypbl:

HeobxonuMo BBIOPOCUTL MCIOAB30BAHHBIM MaTepuall U CHSTHIE
nepyaTKU B KOHTEHHeEp I Ae3uH(peKUnU. 3aTeM CIeNyeT BHIMBITh
PYKH C MBLJIOM WJIM C aHTUCEIITUKOM U CleJlaTh COOTBETCTBYIOIIYIO 3a-
IM1Ch O BBIITOJTHEHUH MPOLIEIYPhI B MEAUIIMHCKON JOKYMEHTALIMH.

4.2. YXo1 3a Ha30racTpajbHbIM 30HI0M

MencecTpa 10oKHA PEery/IsSIpHO OCYIIECTBISTh YXO/ 32 Ha30racTpallb-
HBIM 30HJOM (TIpOBEpKa MecTa PacMoJIOKEHUs 30HIa B IMOJOCTU pTa,
KOHTPOJIb HAXOXIEHUsI 30HIa B XKeJIyaKe, IPOMbIBAHIE 30H/a), a TAKXKE
OCYILECTBIISITh YXO/I 3a TOJIOCTBIO PTa U HOCa Y MallMeHTa ¢ YCTaHOBJIEH-
HBIM Ha30racTpajbHbIM 30HI0M.

OcHameHne mpoIeaypbl yX0/a 3a 30HI0M:

— 1mnpuu ZKaHe
— (oHeHgocKoI
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. OHTEPAJIbHOE MUTAHWE YEPE3 HA3OTACTPAJIbHBIN 30H]T

— Ba3eJIMHOBOE MacJIO
— eMKOCTbh ¢ (PU3UOJIOTMIECKIM PaCTBOPOM
— IepyYaTKu
— MepeBsI30YHbIN MaTepua
— AHTUCENTUYCCKUI pacTBOP
— JICUKOIIaCThIPb
— KOHTeiHep WIS 1e3UH(EKIINN

IToaroroBka K mpomeaype yxoaa 3a Ha30racTpaJbHbIM 30HIOM:

OObsicHUTe MaTepu (M peOEHKY, €C/IM OH cTapiie 2—3 JIeT U HaXOIUT-
CsI B CO3HAHMU) 1LIeJIb U XOI IPEICTOSIIEH IIPOLIeTyphl, YTOYHUTE, HE HUC-
MBITHIBAET JIU peOEHOK KaKOM-T100 NTUCKOMGOPT OT 30Ha, U ONIPEEIUTe
HEO0OXOIMMOCTb U3MEHEHMS MOJIOKEHMS 30H1a. 3aTeM HEOOXOIUMO BhI-
MBITh PYKU C MBLIOM U aHTUCENTUYECKMM PaCcTBOPOM M OCYIIIUTD UX, Ha-
JIeTh MEOIUIIMHCKUE TepyaTky. TimaTeIbHO OCMOTPUTE MECTO BBEICHUS
30HAA Ha IPeAMET MPU3HAKOB pa3ipakeHUs WK IaBICHUS HA CIU3U-
CTyI0 HOoca. B cityyae BBISIBIEHMS OCJIOKHEHUI cOO0IIUTE 00 9TOM Bpayy.

BoinosiHenue nponeaypsl yXoa 3a HA30racTpaJbHbIM 30HI0M:

1. TTpoBepuTh MECTO paCIIOJOKEHMSI 30HAA B POTOBOI TOJOCTH.
I 5TOro HEOOXOAUMO MOIIPOCUTHh PeOEHKA OTKPBITh POT, YTOOBI YBU-
nIeTh 30H1. [IpoBepuTth, HeT T epern6oB 3oHAa. OOpaTUTL BHUMaHUE
Ha CJIM3UCTYI0 POTOBOI MOJIOCTH.

2. IIpokoHTpoOIMpOBaTh (POHEHIOCKOIIOM MECTO HAXOXKICHMS 30HIa
B XXenyake (CM. M. 5 mpoleAyphl BBEACHUS 30Ha).

3. OU4NCTUTHh HOCOBBIE XOAbI MAIIMEHTa OT KOPOYEK M KUIKOTO OTIe-
JIIEMOTO MapJieBoOil caja(eTKo, YBIaXXHEHHON (PU3MOJIOTUUYECKIM pac-
TBOopoM. HaHecTu BazenuH Ha 00J1acTh BBEIEHUS 30HIA. YXO/ 32 30HI0M
BBITIOJTHSIETCS KaXable 4 yaca, ¢ YBIaXKHEHUEM IT0JIOCTU pTa U ry0 hu3u-
0JIOTUYECKUM pacTBopoM. [1pu mepemMeHe 30H1a ciieyeT KaxXIblii cieny-
IOIIWIA pa3 BBOOUTH €T0 B APYIYIO HO3IPIO, YTOOBI CHU3UTH IPOSIBICHMUS
TpaBMaTU3allM1 U JAXe IIPOJECKHEN CIIM3UCTON HOCA.

4. ITpoMBITh 30H1 HECKOJIBLKO pa3 (pU3MOJIOTMYECKUM PACTBOPOM (MO
20—30 mi1). It 3TOTO K 30HIY TIPUCOSAUHUTD IITIpULL 2KaHe, HarmoTHeH-
HBII (PU3UOJIOTMYECKHM paCTBOPOM, MEIJIEHHO M aKKYpPaTHO BECTH pac-
TBOp B 30HI, a 3aTeM aKKypaTHO IPOBECTH acIUpaInio (OTcachIBaHUE)
JKMIKOCTM, oOpalllasi BHUMaHue Ha ee BuI. [IoBTOpUTH NMpOMBIBAaHUE
M acCMMPalNIO KEIYTOUHOTO COAEPKMMOTO 0 YMCTHIX IIPOMBIBHBIX BOI.
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4. BHTEPAJIbHOE MUTAHWE YEPE3 HA3OTACTPAJIbHbBIV 30H]T

ITpoMBIBKY 30HIa (PU3HMOJOTUUYECKIM PACTBOPOM BBITIOTHATH KaxKable 3
yaca (110 Ha3HAYeHMIO Bpaya).

3aBepinenue Mpoueaypbl:

Ecnu nefikoniaacTblpb OTKJIEUJICS UM 3aTpsiI3HEH, CAEAYET CHSATh €ro
1 HAKJIEUTDh HOBBIM. BEIOPOCUTH MCTTOTE30BaHHBIE MaTepUaJIbI M TTepuar-
KM B KOHTEWHep Is1 Ae3uH(pEeKUINN. BEIMBITh pyKH ¢ MCITOJIb30BAaHUEM
MBbUIa WJIN aHTUCEIITUKA U ClIeJIaTh COOTBETCTBYIOINIYIO 3aITICh B MEIH-
LUHCKON TOKYMEHTALIN.

4.3. PexKuMbl 30HI0BOr0 MUTAHUS

OTOT BUJ MUTAHUSI Ha3HA4YaeTcsl MaldeHTaM C HOpMaJlbHOU (PyHK-
nueit ZKKT npu HeBO3MOXHOCTU KOPMJIEHUS Yepe3 pOT U3-3a Oecco3Ha-
TeJIbHOTO COCTOSIHMS, TTapajinya IJIoTaTeJIbHOI MYCKyaaTyphl, OTBpallie-
HUSI K ITUIIE, IICUXOTEHHBIX IIPUYMH 0TKa3a OT MUTaHUS.

H7s1 ipoBeneHsI 30HI0BOTO IMTMTaHUS MCIIOIb3YIOT pa3Hble BUIIbI Ha-
30racTpajbHbIX U HA30€IOHAIbHBIX 30HA0B. KpaTHOCTb MX 3aMEHBbI 3aBU-
CUT OT MaTepuaJja, U3 KOTOPOro OHU ClIeJaHbI:

— KOpOTKOCTOsIIIMe (MaTepuan — MOJUXJIOPBUHWII, 3aMeHa 30HJa

JMOJDKHA TIPOMU3BOIUTHCS KaxKable 3—7 mHelt);

— JOJITOCTOSIIIME (MaTepual — CUJIMKOH WIM MOJUYpEeTaH, 3aMeHa
30H/1a MOXKET BBIITOJHATLCS 1 pa3 B 4—6 Helelb).

3onn u3 nojauxaopsuHuia (ITXB), B coctaB KoToporo BXonsT draia-
ThI, BOOOILIE HE peKOMEHI0BaH 151 KOPMJICHUSI, a TOJILKO JJIsT AeKOMITpE-
cuu xenyaka. 3oHn u3 I[1XB, B cocTaB KOTOPOTO BXOISIT MOJTMAINIIATEI,
MOXET HCIIOJIb30BaTbCsl IJIsl BBEAEHUSI TNUTATeJbHbIX cMeceil (Pyko-
BOJICTBO I10 KJIIMHMYECKOMY IuTaHuio / mox pen. Jlydpra B.M., baruen-
ko C.®., uznanue 2-e¢ monojgHeHHoe. CI16, "ApT-Okcnpecc”, 2013. —
460 c.).

CoriacHO MeXIyHapOIHBIM CTaHAApTaM, €CIy PeOeHOK HYXKIaeTCs
B MICITOJIb30BAaHUY HA30TaCTPaIbHOTO 30Ha 0oJiee, 4yeM 4-6 Helelb - He-
00XOIMMO CTaBUTh BOIIPOC O HAJIOKEHUM €My TaCTPOCTOMBI.

Cy1ecTBYyIOT 2 pexXuMa 30HI0BOIO MTUTAaHUS

— TIPEePBIBUCTHIN ((ppaKLIMOHHBII);
— HeNpepbIBHBIN (KaneabHBbIH).

HexkoTtopble aBTOPHI BBIACISAIOT 3 pexkrMa BBEACHUST 30HA0BOTO TMH-

TaHUS:
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4. BHTEPAJIbHOE MMUTAHWE YEPE3 HA3OTACTPAJIbHBIN 30H]T

1) OoJIOCHBII; 2) TIPEPBIBUCTHIN U 3) HeNpepbIBHEIN. [1pu aTOM nep-
BbI€ JIBa peXXMMa O4YeHb CXOIHBI MeXIy co00ii, HO C TOM pa3HUIIEH, 4TO
OIIHO OOJIIOCHOE KOPMJICHME, KaK IMPAaBUIIO, KOPOYE, YeM OTHO IPEPhIBHU-
CTO€, U HUKOT/Ia He TIPOBOAUTCS Yepes3 MOoMITy (IIIpUIieBoil Hacoc). bo-
JIFOCHBIN peXXUM ITUTAHKS TPeOyeT T100 IIIIpUlla, T100 BOPOHKH.

4.3.1. boarocuoe esedenue

OnpeneneHue: Ipy OOIIOCHOM PEXXMME B3pOCIOMY IALIMEHTY BBOISAT
200—400 ma nuTaTeabHOM cMecu B TeueHue 20—30 MUHYT HECKOIbKO pa3
B IeHb. BBeeHME OCYIeCTBIISIETCS IIITPULIEM MJI CAMOTEKOM Uepe3 BO-
POHKY. ¥ neTeit 00beM CMeCH Ha OJHO OOJIIOCHOE KOPMJIEHHME 3aBUCUT OT
BO3pacTa U MaccHl TeJla U IT03TOMY 3HAYUTEJIbHO BapbUpyeT, HO TIPUH-
LIUIT OCTAETCS TEM Ke: BBEIEHUE OTHOCUTEIBHO OOJIBIIINX OOBEMOB I
B KOPOTKOE BpeMsI.

ITpeumymecTBa:

— MMalMEeHT He CTOJb OrpaHUYEH B CBOEU NBUTATeIbHOW aKTUBHOCTH,
KaK IpU IJATEJIbBHOM HENpPepbIBHOM KaIleJIbHOM BBEICHUU CMECU
yepes 30HA. boatocHoe BBeIeHre CMecH T103BOJIsSIeET O0JIbHOMY CBO-
OOIHO IBUTATHCS B TIOCTEIN B IIPOMEXYTKAX MEXKIY KOPMIICHUSIMMU;

— CHIDXEHNME BPEMEHM BBEICHUS TUTATEIbHON CMECH;

— HeT HEeOOXOIMMOCTU B NMPUMEHEHUHU IIMPUIIEBOIO MH(Y3MOHHOTO
Hacoca (MHgy3omMaTa, HOMIIbI).

Henocratku:

— TMIOBBIIIEHWE YaCcTOTHI JUapeu, CIIa3MOB, TOIIHOTHI, MeTeOpHU3Ma
U 1uckoMdopTa B OPIOIIHOM ITOJIOCTHY 10 CPaBHEHUIO C APYTUMU Pe-
>KMMaMU BBeJCHUS TUTATEJIbHBIX CMECEil.

4.3.2. Ilpepvisucmoe 66eoenue

Omnpenenenue: BBeneHue B3pociaomy 6oapHOMY 500 MJT 11 O0JIee TTUTa-
TeJabHOI cMecu B TeueHue 30—90 muHyT 3—35 pa3 B IeHb MO0 OOJIbIIEro
o0beMa cMecu B HOUHOE BpeMsI (HOUHOEe KOPMJIEHNE) ¢ TTOMOILbIO HACO-
ca (TIoMIIBl) INOO CAaMOTEKOM 13 €MKOCTU Ha IITaTUBE.

IIpenmymecTBa:

— II03BOJIIET OOJILHOMY JIBUTAThCSI;
— MHOTOKpAaTHOE MUTaHWe UMUTUPYET OObIYHBIC TTPUEMBbI MULLU U T1O-
3TOMY 00Jiee (PU3NOTOTUYHO.
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4. BHTEPAJIbHOE MUTAHWE YEPE3 HA3OTACTPAJIbHbBIV 30H]T

Henocrarku:

— TpeOyeT MOJTHOLEHHOTO IMIOTaTeIbHOTO pedJieKca;

— YBEJIMYMBAECT PUCK aCIMpalliy, TOITHOTHI U PBOTHI, JUAPEU, CIIa3MOB,
METeOpMU3Ma M 3aJCPXKKM OIMOPOKHEHUS XEIyIKa 110 CPaBHEHUIO
c boJiee MeUIEHHBIMU PEeKMMaMU BBEIEHUS TTUTATEIbHON CMECH.

4.3.3. Henpepoienoe 66edenue

Onpenenenue: pexxuM, IIPU KOTOPOM MUTATEIbHAs CMECh BBOIMUTCS
HeTpepbIBHO B TeuyeHue 16—24 yacos.
IIpenmymecTBa:
— IMIOBBIIIAET MEPEHOCUMOCTh (TOJEPAHTHOCTH) SHTEPAIBHOIO ITUTA-
HUS Y TSKEJI000JbHBIX MTAlIMEHTOB;
— CHIZXaeT 3afepXKy IUTATeIbHOW CMECH B XKelyaKe (OCTaTOYHBIM
00BeEM cMecH);
— YMEHbIIIACT paCTSIKECHUE XKeJTyIKa;
— CHMXaeT PUCK acIupaly;
— CHMXaeT PUCK AUapeu.
HenocraTku: HEOOXOIMMOCTh €XKEIHEBHOTO MOAKII0UEHUST 00JIBHOTO
K CHUCTeMe TI0IaYy ITMTaHUS Ha MPOAOKUTEIBHOE BpeMs.

4.4. IIpouenypa BBeieHNs1 30HA0OBOr0 MUTAHUS NAIMEHTY

Kpumepuu kauecmeennoeo 6vinoaneHuss IpoUeaAypbl BBEICHUS MUTA-
TeJbHOI CMeCH uepe3 30H[: OTCYTCTBME MPU3HAKOB acIUpalldy MUIIH,
peryisipHas aedexaius.

Ocnoxchenus: pBoTa, METEOPU3M, AUapesl, aCITMpalius.

[Tpu nuTaHuY ManKreHTa 4yepes3 30H1 HEOOXOAUMO CEAUTD 3a 9BaKy-
anueit nuiu 1 Mmotopukoit KKT. Kaxablii yac He0OX0AUMO ayCKyJib-
TUPOBATh IEPUCTATLTUKY BO BCEX OTAENaX XXUBOTA M Kadxcdvle 3 uaca
npoeepsams 0CmMamouHublii 00seM dceay0ouHo2o codepicumozo. TpaKkToBKa
MOJIyYCHHBIX JAHHBIX U IPUHSITUE BpayeOHBIX PEIIEHUM B 3aBUCHUMO-
CTU OT OCTATOYHOTO OObeMa MUILIK ONPEIEIISTIOTCS BO3pAaCTOM MallMEH-
Ta ¥ KIMHUIECKUM KOHTEKCTOM cUTyalmu. Hampumep, eciad octatod-
HbIIT 00BbEM IUIIM B XKeIyAKe y peOeHKa CTaplliero Bo3pacTa IpeBbIIIacT
100 M1, TO MeaCeCTpe HEOOXOAMMO COOOLMThL 00 3TOM Bpauy; €CJiu OCTa-
TOYHBIN 00beM Tnin MeHee 100 MJT, TO OOBIYHO peKOMEHIYeTCsT BBECTH
ero o0OpaTHO 1 MPOMBITh 30H]1 (PU3UOJOTMYECKUM pacTBopoM (30 mu).
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OcHamienue /151 30HA0BOTO MUTAHUS:
— wnpul XKaHe
— BOpOHKa
— (oHeHgocKoI
— MepyaTKu
— AHTUCENTUYCCKUI pacTBOP
— JICUKOILIACThIPh
— KOHTeiHep WIS 1e3UH(EKINT
— 3aXKUMBI
— CHCTeMa IS BHYTPUBEHHOTO BBEICHUS XKUIKOCTH CO ITaTUBOM
— eMKOCTb C (PpM3UOJIOTMIECKIM PaCTBOPOM
— IIOJIOTEHIIE

IToaroroBka K mpoueaype 30HIOBOrO IMUTAHUS

Heobxonnmo mpoumH@poOpMUpoBaTh MaTh pebeHKa, €clId OHa OCy-
IIECTBIISIET 32 HAM YXOJ, O IPEACTOSIIEM KOPMJIEHUM, COCTaBe U 00b-
eMe MUILIHU, METOAS KOPMIICHUS JTU00 Pa3bsCHUTh OCHOBHBIE MOMEHTHI
KOpMJIEHUsI peOeHKY B 3aBUCHMOCTHU OT €T0 BO3pacTa U KIMHUYECKOIO
COCTOSTHUSI.

Hns muTaHusl B MPEPHIBUCTOM PEXUME IOATOTOBUTH CMECh, MOII0-
rpeB ee g0 TemmnepaTypbl 30—35°C 1 MoCTaBUTh HA MPUKPOBATHBIN CTO-
JIMK. [0 TUTaHWs B HEIPEPHIBHOM PEXMME IIOATOTOBUTH EMKOCTb C pac-
TBOPOM M pa3MeCTUTh €€ Ha CTOJIUKE. 3aTeM CJIeIyeT ITOMOYb IMalleHTy
3aHSITh BBICOKOE ITOJIOXKEHME, [IJIST 4YeTO ITOTHSITh TOJIOBHOM KOHEIl KpoBa-
TU U MIOTIPABUTh TOAYIIKU.

BrinoJHeHnue npoueaypsl 30HI0BOI0 MATAHKUS:

1. TIpOKOHTPOIMPOBATHL MECTO HAXOXIEHMS 30HIA B Kelynke ¢o-
HEH/IOCKOTIOM.

2. [IpokOHTpONMMPOBATh OCTATOYHOE CoAepKUMOe XKerynka. [Ipuco-
eAMHUTD 1npull ZKaHe K JUCTaIbHOMY YYacTKY 30HIa U aCIIMPUPOBaTh
comepxuMoe xeiaynka. OIeHuTb xapakTep cogepxkumoro. [1pu nosiBie-
HUU MPU3HAKOB HAPYUIEHHOW 3BaKyallMU XEJIYIOYHOTO COAEPXKUMOTO
(OOJIBIIIOI OCTATOYHBIN OOBEM KMAKOCTU) MM KPOBOTEUEHMSI — IIpe-
KpaTUTh IPOLIEaypY.

3. I[Tutanue B npepvisucmom pexcume. CoeqUHUTD HITIpULL ZKaHe ¢ TTH-
TaTeJIbHOI CMeChio (I BOPOHKY) CO CBOOOTHBIM KOHIIOM 30HAa. BBe-
CTU MUTATEIbHYIO CMECH B XKEJIYIOK MEJIEHHO aKTUBHO (IIITPUIIOM) WU

22



4. BHTEPAJIbHOE MUTAHWE YEPE3 HA3OTACTPAJIbHbBIV 30H]T

MAaCcCUBHO (C TIOMOIIBIO BOPOHKHN) mopumssmMu 1o 20—30 M1 ¢ mHTepBaia-
My 1—3 MuHyTHL Tloce BBegeHMsT KaXKI0i MOPIUM TTepeKUMAaTh 3a3K1-
MOM JUCTANbHBIA YUaCTOK 30HAA, IPEISITCTBYS €r0 OIYCTOLICHMIO.

4. TIutaHue B HenpepbleHOM pedicume. 3aTIOTHUTDL CUCTEMY TTUTATEb-
HBIM PacTBOPOM, COCAMHUTH 30HI C CUCTEMOM ST KOPMJICHUSI U OT-
KPBITh 30H]I, OTPETYJIMPOBAB CKOPOCTH BIMBaHMs. KOHTponMpoBaTh CKO-
POCTb BBEIEHUsI pacTBOPA KaX/Iblii 4ac ¢ TOMOIIBIO 103aTOpa.

5. TlpombITh 30HA (dusnonorndeckuM pactBopom (30 mur) mocie
OKOHYATEJIHHOTO KOPMJICHUSI M 3aKPBITh IMPOOKOW CBOOOIHBIN KOHEII
30H]1a, 3aKPEMUB €TI0 JICUKOILJIACThIPEM.

3aBepieHde NponeAyphl: KaK OIMCAHO BbIIIE B TPOIEAype yXona
3a 30HOM.
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5. SOHTEPAJIBHOE ITUTAHUE YEPE3 T'ACTPOCTOMY:
ITOKA3AHNUA, IPEUMYIIECTBA 1 HELTOCTATKI

MHorue 1eTH ¢ OHKOJIOTMYECKON M HEOHKOJIOTMYECKOM MaTOJIOTUEH,
KOTOPBIM OKa3bIBACTCS MaUIMAaTUBHASI IIOMOIIb, MMEIOT OIrpaHUYEeHHBIC
BO3MOXKHOCTH IpMeMa MUILIM Yepe3 POT WIM BBICOKMI PUCK OCJIOXKHE-
HUI IIPY KOPMJICHUM €CTECTBEHHBIM ITyTEM.

Hns yaydlieHrs: KauecTBa yXoaa M KayecTBa XKM3HU IaIMaTUBHBIX
MMallMEHTOB B HACTOsIIEe BpeMsl IIIMPOKO MCIIOJb3YIOTCSI TACTPOCTOMU-
YecKue TpyOKM, M3rOTOBJICHHbBIC U3 TUITOAJIICPITeHHBIX MaTEpHAaJIOB (CH-
JINKOH, TIOJINYypeTaH) U UMEIOIIe OUeHb HU3KMI TPOLEHT OCI0XHEHUH.
CoBpeMeHHbIe TYHKIMOHHBIE METOIbI HAJIOXKEHUS TaCTPOCTOMBI, BIIEP-
BbI€ BBeIEHHbIE B TPakTUKY B 1980 romay, OTHOCSTCSI K MAJIOMHBAa3MBHBIM
U TIpA BBICOKOHM KBaIM(PUKALUM MEIUIMHCKUX PAaOOTHUKOB TPEOYIOT
He Oosbiie 15—20 MUHYT, a TaKXKe MOTYT OBITh UCITOJIb30BAHKI Y IeTel
¢ Maccoil Teqa MeHee 3 Kr. Tsokesble OCIOKHEHMSI, KOTOPbIe M3BECTHBI
MpY HESHIOCKOMMWYECKNX METOHIAX HaJIOKCHHUS TacTPOCTOMBI (J1ara-
POCKOIIMH, JIalIapOTOMUMU), TIPY ITYHKIIMOHHBIX METOAAaX MPaKTUYECKU
He BcTpevaloTcs (MeHee yeM y 5% marnumenTtoB) [1, 2, 3]. Ocoboe 3Ha-
YeHue i1 IPOPUIaKTUKI OCIOXHEHUI NMeeT IPaBUIbHBIN YXOI 1 CO-
OofieHre peKOMEeHIALIMIA TIPOU3BOIUTEIS.

5.1. IToka3aHus ¥ MPOTUBONOKA3AHNUS K HAJIOKEHHIO FACTPOCTOM,
NpeuMyIIeCTBA M OTPAHUYEHHS], BO3MOXKHDIE OCJI0KHEHHS

Bunpi racrpocToMmdecKux TpyooK

lactpocToMa — 3TO MCKYCCTBEHHOE OTBEPCTHE, COEAMHSIONIEE T1e-
PEeIHIO OPIOIIHYIO CTEHKY C XKeIynaKoM. I'acTpocTomMmuyecKkast Tpyoka —
MEeIUIIMHCKOE U3e/INe, YCTAaHOBJIEHHOE B KaHaJl TaCTPOCTOMBI 1 TTO3BO-
JISTIoIllee BBOOUTh ITUTAHKWE U JICKAPCTBA HEIMOCPEICTBEHHO B KETYIOK.
Meronpl HaJlOXEHUsI TaCTPOCTOMBI: JIAIIAPOTOMUYECKUI, JIaIapOCKO-
MUYECKUI, YPe3KOXKHBINA MyHKLIMOHHBINA 3HHockormyeckuii. [locuen-
HUII SBJISIETCSI METOAOM BBIOOpa y MAllMEHTOB MaUIMATUBHOTO MPOdU-
Jisl, 4aCTO MMEIOIIMX HEBPOJIOTUYECKIUE HAPYIICHWS U CYIOPOTH, TaK Kak
He TpeOyeT IpUMeHEeHUSI METOHIOB INIyOOKOI U IJINTEJIbHOM OOIIeil aHe-
cTe3nu (HapKo3a).
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[To Buay KpemjaeHus BHYTPU XKeJIyaKa racTpOCTOMUYECKHUE TPyO-
KM nensitcs Ha [1—4]:

* OaJUIOHHBIC (YCTaHABIMBAIOTCS XUPYPTOM IO OOIIEH aHeCTe3Ue,
MEHSI0TCS 0e3 00I1Iel aHeCTe31MM, B TOM YKCJie Ha IOMY, CIIelaIu-
CTaMM MaJUIMaTUBHOM CIIyKOBI, POIUTEIISIMU);

* OaMmIiepHbIe U KPECTOBBIE (C 30HTUKOM) (YCTaHABIUBAIOTCS U MEHSI-
IOTCSI XMpypramMu ¢ IpMMeHEeHeM O0Iei aHeCTe31n ).

[To muHe racTpocToOMUYECKHe TPYOKM MOTYT ObITh HU3KOIIPO(DUIb-
HBIMHU (IJIST KOPMJICHUSI peOeHKa K HUM ITPUCOEINHSICTCS YIJTUHUTEIIb)
W JUTMHHBIMM.

Pemrenne o BeIOOpe BuIa TaCTPOCTOMUYECKON TPYOKM U METOJe ee
YCTAaHOBKHU IPUHUMAETCS KOJUIETHAIBHO XUPYpPraMyu U SHIOCKOITHCTA-
MU COBMECTHO CO CIIeIMaJIMCTaMU MaJUIMaTUBHBIX CIIYKO, HabJI01ar0-
muMu pedeHka. Ilpy 3ToM 00s13aTeIbHO YUMTBHIBAIOTCSI TIPEATIOYTEHMS
MalMeHTa U WICHOB CeMbU, OCOOCHHOCTH OCHOBHOI'O JMArHo3a u Ipo-
rHO3a B OTHOIIIEHU ! TeUEeHUsI 00JIE3HU U JUIMTEIbHOCTH XU3HU, BO3MOX-
HOCTe OCYIIECTBIISTh YXOI COINIACHO PEeKOMEHIALIMSM IIPOU3BOAUTEICH
TPpYyOKMU.

[TpuHuMIT BBIOOpA pa3Mepa TracTPOCTOMUYECKON TPYOKM OCHO-
BaH Ha TOM, YTO €€ AMaMeTp He JOJDKEH IIPeBBIATh TUaMEeTp MUIIe-
BOJIa Y TaHHOTO pebeHKa, YTOOBI ITOCTYIUIEHNE MUILIM B KEJTYI0K Yepe3
racTpoOCTOMY MaKCHUMAaJIbHO OBUIO MPUOIMKEHO K TOMY, KaK 3TO IIPONC-
XOJIUT €CTECTBEHHBIM ITyTeM 4yepe3 poT [4].

5.1.1. llokazanus 045 HAA0HCEHUA 2ACMPOCHIOMDBL

Hanbonee yacTto BcTpeuaeMbIMU MOKA3aHUSIMU 151 HAJIOXKEHUS Ta-
CTPOCTOMBI B MAJIJIMATUBHOM IIeAUATPUU SBIISIIOTCH |3, 5, 6]:

* nucdarus poTOorJaoTOYHas WM TMUIIEBOAHAS (HapylleHWe WM 3a-
TpyOHEHNE TIIOTaHUST) BCIISACTBUE OyIb0apHBIX/TICeBIO0YIbOAPHBIX
paccTpoiicTB Ha (hOHE OPraHMYECKOTO TMOpaxkKeHUsT LEHTPaTbHOMI
HEPBHOI CUCTEMbI, HEMPOMBILLIEUHbIX 3a00JIeBaHU, TPaBM, OMYXO-
JIeii TOJIOBHOT'O MO3ra, HapyIIeHNWSI CO3HAHUS 1 KOMBI U [Ip.;

* aHATOMUYECKME TPEISTCTBUS 11 IPOXOXKISHUS TTUIIU U3 POTOBOM
MOJIOCTH B XKeJIyIOK (BPOXIEHHbIE aHOMAIWM, aTPE3Us WU OMYXOJIU
MUILIEBOIA, OIMyXOJH IIeX U CPEAOCTeHUSI, Olepallui Ha JIMILIe, T10-
JIMTpaBMa U 1Ip.);
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* TsDKeJlash HYTPUTHUBHASL HEOOCTAaTOUHOCTb WJIM €€ MpoduaaKTHUKa
(MyKOBUCLIMI03, CHHAPOM KOPOTKOI KHUILKW, XpOHUYECKas MoYyey-
Has HepocTtaTtouHocTh, BUY/CIIW, 6Gone3nu ooMeHa, KOMOMHM-
pOBaHHbIE MOPOKU cepaua 1 Ap.);

* PUCK Pa3BUTHS TSKEIBIX MYKO3UTOB C ITOCIEAYIOIIEei HEBO3MOXHO-
CTbIO MIPUHUMATh MUIIY OOBIYHBIM ITyTeM Y IeTeil CO 3JT0KaueCTBEH-
HBIMW HOBOOOPa30BaHUSIMU (HATOXEHUE raCTPOCTOMbI BXOJUT B HE-
KOTOPBIE IPOTOKOJIBI IIPOTUBOOITYXOJIEBOTO JICUESHUS);

* HEOOXOAUMOCTb B OCYLIECTBICHUU SHTEPaIbHOIO KOPMJIEHUS OoJiee
30 mHei.

He pexkoMeHnmyeTcss MCIOIb30BaTh IMUTATEJbHbIE 30HIbI (Ha3ora-
CTpaJIbHBII, HA304yOdCHAIbHBIA WIM Ha30l0eHAIbHbII) Ooee 4—6 He-
JIeJib 13-32 BO3MOXHOCTHU Pa3BUTUS TSKEJIBIX OCJIOXHEHHUN CO CTOPO-
HbI abixatelbHoi cuctembl U KKT: BocnajgeHus (CUHYCUTbI, OTUTHI,
KOHBIOKTUBUTHI, 330(DaruThl, TaCTPUTHI W [p.), U3bI3BICHUS, KpPO-
BOTEUEHUsI, 330(areajbHblii pedIloKC, aclupallMOHHAas MHEBMOHMS
u ap. [2, 7]. B momaliHuX yCI0OBUSIX UCIOJb30BaHUE HA30racTpabHO-
ro 30HJa He PEKOMEHI0BAaHO JIs JUTUTEIbHOIO 1 HOYHOTO KOPMJIEHUS
M3-3a pUCcKa JUCMO3ULIMU TPYOKU. Kpome Toro, ncrosjib3oBaHue 30HA0B
COIPSZKEHO ¢ HU3KMM CYOBEKTUBHBIM KOM(POPTOM pedeHKa, 3CTeThYe-
CKMMU HeIOCTaTKaMM U MeHbIlIel 3(p(PeKTUBHOCTBIO SHTEPATbHOIO M-
TaHus [7].

B HekoTophIX clyyasix KOpMJIEHHE Yepe3 TacTPOCTOMY MOXET coue-
TaTbCsd C MPUEMOM €Abl OMpPEeAcICHHON KOHCUCTEHLIUM Yyepe3 pOT WK
C YaCTUMYHBIM IapeHTepalbHbIM IHUTaHMeM. [uarHocTuka mucdaruu
U ompeaeeHue 6e30MacHbIX 1Sl peOeHKa KOHCUCTEHUMIA ebl U MUThS
MPOBOIMTCS: 1) IMyTeM oIpoca poauTeIe WIN yXaXKMBaIOIIUX JIUII (Ha-
MpUMep, €CThb JIY TONePXUBaHUS WIM KallleJlb, CBSI3aHHbIE C TTOMalaHu-
€M CJIIOHBI 1/ IIPHUEMOM BOMBI, KUIKOM, OJIEHIUPOBAaHHOM 1 TBEpIOI
MUIIK); 2) TyTeM OCMOTpa MEINEepCOHATIOM U JIOToTeaoM (HarpuMmep,
HabJoneHue 3a peOeHKOM BO BpeMsl €Ibl U MUThs); 3) MyTeM UHCTPY-
MEHTaJIbHOTO 00cIenoBaHusl (PEHTTeHOCKOIIMYECKOe MCCAeA0BaHUe
npoliecca III0TaHUsI ¢ Pa3HBIMM KOHCUCTECHIIMSIMU KOHTpacTa c/0e3 Ma-
HOMETpHeil, Ha30JIapUHTO9HIOCKOIHNS) [§].
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5.1.2. Ilpomusonoxazanus 0451 HAA0ICEHUSA 2ACMPOCHIOMBL

AOCOIOTHBIMU TIPOTHUBOIIOKA3AHUSIMHU ST HAJIOXEHMST TacTPOCTO-
MBI SIBJISTIOTCH |2, 3, 9]:

* TsiKeJble HapylleHUs CBepThiBaHUSI KpoBU (MexXayHapoaHOe HOp-
Manu3oBaHHoe otHomeHue (MHO) > 1,5; aktuBupoBaHHOE Ya-
cTUYHOe TpoMmboractTuHoBoe BpeMsi, AUTB > 50 c¢; TpomOoumThI <
50 x109/m);

* HecTaOMWJIbHas TeMOAMHAMMKA, CeTICUC, TSKEJbII aCLIUT, IEPUTOHUT;

* MH(pEKLMOHHbIE MPOLECCHl MepeaHeil OpIOIIHONM CTEeHKU, TsKesast
MopTajibHasl TUIIEPTEH3MUSI C BAPMKO3HBIM PaCIIMPEHUEM BEH ITHIIIE-
BOJA U KeJIyIKa, MepUuTOHeaabHbI KaplIMHOMATO3, MHTEPIIO3ULIUS
BHYTPEHHMX OPTraHOB (HammpuMep, eYeHN, KUIIICYHNKA);

* TIepUTOHEAJbHBII U3,

* TOTaJIbHAsI TACTPAIKTOMMUS B aHAMHE3€;

*  OOCTPYKIMSI BBIXOTHOIO OTBEPCTHSI XKeIyaKa MU TSKEJIbIiA racTpo-
napes;

* OTCYTCTBHE MH(MOPMUPOBAHHOTO COTIaCcHs peOeHKA WIIM €TO 3aKOH-
HBIX MIpeIcTaBUTEIe Ha MPOBeAeHE MPOLIEIYPhI.

OTHOCUTEIbHBIE TIIPOTUBONOKA3aHMS: OXUPECHUE BBICOKOI CTeIe-
HU, aHaTOMMYECKUe Ne(eKThl B pe3yJbTaTe Mpeablayllieil onepaiuu Win
BOCITQJIEHUsI, BBIPAXKEHHBIM CKOJIMO3 ¢ HEBO3MOXHOCTBIO HAXOXIECHUS
TUIOILAAKHU JUISI TACTPOCTOMBI U JIP.

Henb3s ucnonb3oBathk Katetep Pojiess u apyrue TpyoKu, He Ipei-
Ha3HA4YeHHBIE IS CTOSIHUSI B 3KEJIYIKe, BMECTO CIIELIMAJIbHBIX IracTpo-
ctomuyeckux. Pe3nHoBbIii MoueBoit karetep (Pojest) ¢ pazayBaeMbIM
0aJUIOHOM Ha €ro KOHIIe I (pUKcalMM KaTeTepa B ITOJIOCTU MoOde-
BOTO MY3bIPSI MOXXHO BCTAaBUTD JIMILIb B 3KCTPEHHBIX CAydasx IpU BHE-
3allHOM BbIMNAAEHUU TaCTPOCTOMMUYECKON TPYOKU M OTCYTCTBUM WACH-
TUYHOM ToaMeHHo# (muamerp Bo Fr 1:1; Fr (¢ppeHu) — emmHuna
U3MEpPEeHHUsT HapY>KHOTo nuameTpa Tpyoku, paBHas 0,33 MMm; Hanpumep,
9 Fr = 3 mm). AmurtenbHoe (0ojee 7—14 mHeil) UCIIOIb30BaHUE KaTeTepa
®DoJiest 1 TOTOOHBIX €My TPYOOK IMPUBOIUT KO MHOXKECTBY OCIOXHEHUIM
(B TOM umciie MH(GEKUMOHHBIX, PAa3BUTUIO IPaHYISIUUIA, MOATEKAHUIO
JKEJTyTOYHOIO COIEPKMMOI0 M BBIpa’k€HHOM Mallepalluid KOXM BOKPYT
racTpOCTOMUYECKOTO OTBEPCTUS, 1p.), HATIMYUE JaTeKCa MOXKET BbI3bI-
BaTh MECTHBIC aJUIEPTUYECKIE PeaKIIMH.
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bazoBoe obOcnemoBaHue Iepea HaJlOXEHUEM racTpOCTOMBI BKJIIOYa-
et nposeaenne MI'IC u KoHCyIbTaLMIO XUpypra. [1pn HaIuInum TsoKe-
JIOro racTpoazodareajbHoOro pedIroKca, racTpuTa, sI3B B IIUILIEBOIE WU
B XeJIyIKe MPOBOAUTCS UX KOHCEpBAaTUBHOE JIeUEHUE, 3aTeM — ITOBTOP-
Hasl KOHCYJIbTAlldSI XUpypra ISl pellieHUsT BOIIpoca O HEOOXOIUMOCTHU
HaJOXEHUS TaCTPOCTOMBI C OJHOBPEMEHHOM (hyHIOIIMKaIeil (aHTU-
pedIIOKCHOM onepalueit).

5.1.3. Iloozomoeka nauyuenma K ycmaHnogke 2acmpocmomu4ecKoil
mpyoku (6a110HHOU UAu bamnepHoll) Memooamu NyHKUUOHHOU
sndockonuu [2, 3, 7, 10—11]:

* TIPOBECTH MMOAPOOHYIO BBOJIHYIO Pa3bsICHUTEIbHYIO Oeceny Bpaya 3a-
OyaroBpeMeHHO 10 TlaHupyemoii onepanuu. HeodxoaumMo oombsic-
HUTb NALMEHTY U YWieHaM ero CeMbU OCHOBHBIE MOMEHTBI TACTPOCTO-
MuH (KaKoit METOI 1 KaKasl TpyOKa OyIeT UCITOIb30BaThCs U ITI0UYeMY,
MPUYMHA YCTAHOBKU IacTPOCTOMUYECKOM TPYOKM M HEOOXOZMMO-
CTU DHTEPaAJIbHOTO KOPMJICHUS; KaK JOJT0 OyIeT IJINThCS IpOoIe-
Joypa yCTaHOBKU TPYOKU; K€M, KOIJa U KakK OyIeT OCYLIECTBISATHCS
3ameHa). [Ipu HeoOXxomMMocTH Takast Gecela MOXET MPOBOIUTHCS
BpauyoM HecKojbKo pa3. HeoO6xoanuMo 1moapoOHO OTBETUTh HA UHTE-
pecyolye MalueHTa U CEMbIO BOIIPOCHI, IIPOIEMOHCTPUPOBATh Ta-
CTPOCTOMUUECKYIO TPYOKY U IMPOLEAYPY KOPMJICHUS M yX0/1a 3a HEeld.
IToce moay4eHMs COMNIACKUS POAUTENICH HA FaCTPOCTOMUIO JaIbHEeM -
1Iee aeTaJbHOEe 00yUYeHUE POIUTENICI 1/ WM JIUIL TI0 YXOMY 3a peOeH-
KOM OpraHU3YyeTCs JOMOJIHUTEIBHO;

* moxmucaTh MHGOPMUPOBAHHOE COIJIacue;

* JIaTh ITAIIUEHTY U €TI0 CEMbe ITOAPOOHYIO TMCEMEHHYIO0 MH(MOPMAILINIO
O TUIIEe TPYOKHM, 00 aJIFOPUTME YXO/a U KOPMJICHMS Ha IOMY;;

* HCKJIIOYUTH MIPUEM ITUIIY U BOAbI peOEHKOM B TeUeHME 8 4acoB Ie-
pen poLeaypoii HATOXKEHUS! CTOMBIL;

* Ha3HAYUTh aHTUOAKTepHMaJIbHBIM Tperapar BHYTPMBEHHO 3a 4Yac
IO TIPOLIEAYPHI YCTAHOBKU (HampuMep, 1eda30InH);

* OCMOTp pebeHKa IeTCKUM XUPYProM U aHeCTe31O0JI0TOM IIepel Olle-
palyen racCTpoCTOMUMU.
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5.1.4. Bedenue nayuenma 6 pannuii noc1eonepauuoHHbLI nepuoo
nocae naaoxcenus eacmpocmomol [2, 3, 7, 10—11]:

* oOlleHKa 00JIM Mo IIKaje U 00e300JiMBaHMe KaK MUHUMYM B Teue-
HUE HECKOJBbKUX THEH I MpoGMIaKTUKIA W KyIIMPOBaHUs OoJeit
WJIM BbIpa>K€HHOTO NMCKOMGOpTa BCIEACTBUE pa3ayBaHUs KeayaKa
U HaJIOXKEHUSI CTOMEL;

* KOpMJIEHME Yepe3 CTOMY HauMHAaeTCsl, KaK IpaBUjIo, yepe3 HECKOIb-
KO JTHEW; IO 3TOro peOeHOK MUTAETCS MapeHTepaIbHO, 3aTeM UAET
MOCTEeTIEHHBIH MePeXo 1 Ha MOJIHOE SHTepaIbHOE MUTaHNE;

* MOHUTOPUHI TeMIIepaTyphl, IbIXaHUS, TyJbca, AABJIEHUS, MTOBEIC-
HUSI ¥ TIOJIOKEHUSI peOeHKa;

* KOHTPOJb 32 MECTOM HaJIOXKEHMSI CTOMBI (ITOATEKaHUE, TUCTIO3ULIMS
TpyOKU, KpOBOTEUYEHHE, TOKPACHEHUE, OTEK, THOETEUECHMUE);

* BBINKCKA IOMOI1 yepe3 72 yaca mocjie MepBUYHON yCTaHOBKY TPYOKU
B cJlyyae COOJIOIEHUS OMpPeNeICHHBIX YCIOBUIA: OTCYTCTBUE OCIOXK-
HEHMI, HaJInure O0y4eHHOI CIIy>KObl yX0Ja Ha I0OMY, POJAUTENIN 00-
YYeHbI KOPMJIEHUIO U TIPUHIIMIIAM YXOAa, POIUTENIM 3HAIOT CUMIITO-
MBI, TPEOYIOIIMEe 3KCTPEHHOI'O 00palleHNsI K Bpauy ITOC/Ie BBIITMCKU,
poauTea UMEIOT CMECU JIJIS SHTEPaJTbHOIO KOPMJIEHUSI U YCTPOIi-
CTBA ISl UX BBEIEHMSI, YTOOBI MPOAOJLKUTH HAyaTOe B CTallMOHApe
KOpMJICHHE.

* MOATOTOBKAa MUCbMEHHOI'O0 WHAMBUAYAJILHOTO IUIaHA BEICHMS Ta-
IIMeHTa C TacTPOCTOMOI, BKIIIOYAIOIIETO KOHTAKTHI CIYXKO, KOTO-
pble OyayT HabIoAaTh pedeHKa IJIAaHOBO U B CJIydyae SKCTPEHHBIX CHU-
Tyauuii; “H(GOPMAILIMIO O THUIIE, pa3Mepe U IMPOU3BOAUTEIIE TPYOKU;
peKOMeHIALMY 10 KOPMJIEHHUIO U YXOIy, JaTe CIEIyIoIIel 3aMeHbI
TpyOKWU;

* HapyXHBII (PUKCATOP raCTPOCTOMUYECKON TPYOKM HE JOJKECH CIBU-
raThCs C yCTAHOBJIEHHOTO XUPyprom Mecta B TeueHue 10 nHel, 4ToObI
Xopo1o chopMUpoBasICId KaHall CTOMbI (1151 00pabOTKM MecTa CTO-
MbI Kpail (pukcaTopa MpUIOAHUMAETCS U KoxXa Mo HUM 00pabaThI-
BaeTCsl MapJieBbIM CTEPUIbHBIM TaMIIOHOM C (DM3pacTBOPOM, 3aTeM
TIIATEJbHO MPOCYIINBACTCS CTEPUIbHBIM MapJIEBBIM TAMIIOHOM);

* MepBoe BpalllgHUe TPyOKU BOKPYT ocu (151 TpoUIaKTUKHY TIpUpac-
TaHUS K KpassM CTOMBI) HaunHaeTcs yepe3 10 gHeil mocie mepBUd-
HOI YyCTAaHOBKH;
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* mepBasg MpoBepKa OaljioHa HauMHaeTcs yepe3 14 mHell mocie nep-
BUYHOU YCTAHOBKU TPYOKU;

* IIPUHSTHE OyIla U IOrpyKeHre 00J1acTh racTpOCTOMEI B BOIy (BaH-
Ha, OacceiiH) TOMyCTUMO I1OCJIe MOJHOTO 3a>KUBAESHUS TIEPBUYHOTO
paHEeBOTro Xo0a.

5.1.5. Ocaoxncnenus eacmpocmomuu

ITocne Havana MCIOIB30BaHMUS COBPEMEHHBIX IMYHKIIMOHHBIX Me-
TOIOB HAJIOXKEHMUS TaCTPOCTOM C SHIOCKOIUYECKUM KOHTPOJIEM CMEp-
TeJIbHBIC UCXOIBI CBEACHBI IIPaKTUUECKU K HYJIIO 1 O0YCIOBIECHEI B OC-
HOBHOM KOMOPOUAHBIM (hoHOM pedeHKa. OIMHAKO OCIOXHEHUS MOTYT
BCTpeUYaThCsl M3-3a IJIOXOTO YXOjAa WM HecoOJIoNeHNST METOM0I0TUYN
racTpOCTOMUU,/ UHCTPYKIIMU MPOU3BOIUTES.

Haubonee yacto BcTpeuawliyecs: OCI0XHEHUs: TOATEKAHUE Ke-
JIyIOYHOTO COIEPKMMOTO M3 CTOMBI HapyXy; pa3BUTHE TpaHYJISIIM-
OHHOU TKaHU; MHMEKIIUS TOoceonepalliOHHOIO0 PaHEBOIO OTBEPCTHUS
(damie — B MepBYIO HEJENIO MOce HAJIOXKEHUsI TaCTPOCTOMBI; TIPU OT-
cyTcTBUU 3 (HEeKTUBHON aHTMOAKTEepHaIbHOM/TIPOTUBOIPUOKOBOII Te-
panuy MECTHO WJIM CUCTEMHO MOXKET Pa3BUThCS XPOHU3ALMs MPOLIeC-
ca); LEJJIIOJUT B O0JJaCTU CTOMBI (IIPU ITOBPEXICHUU IIEJIOCTHOCTHU
KOXM M3-3a MOCTOSIHHOIO IIOATEKaHMsI, HEINPaBWJILHOTO yXola WJIu
Pa3BUTHS TPaHYJSILMIA); BBIXOH TPYOKM HapyXy; 3aKymopKa TpPyOKWH;
OOCTPYKIINSI BBIXOIHOTO OTBEPCTHUS KeJyaka TpyOKoi (Ipu CTOSSHUU
JJIMHHOM TPpYyOKU U ee MUTpalMu B 12-MepCTHYIO KUILKY); ITHEBMOIIE-
putoHeyM [2, 3, 7].

Penko BcTpevaromecss OCIOXHEHMS: IMOATEKAHUE B OPIOIIHYIO
MOJIOCTh, IIEPUTOHUT, ACIMpalOHHAs IHEBMOHUs, KPOBOTECUCHHE,
CUHAPOM BpoclIero oamriepa (mpu OaMMepHO TacTpOCTOME), ITO-
BpeXIeHNE BHYTPEHHMX OpraHoOB (IICYCHU, CeJIe3eHKM, KHUIICUYHU-
Ka), HeKpOTU3UPYIOMINiA acuuT (TIpU Ype3MEPHOM CHABJICHUM TKa-
Heli, pacIIoIOXKeHHBIX MEXIy HapY>KHBIM 1 BHYTPEHHUM (HKCAaTOpaMU
TpyOKM), pacIpoCTpaHEHNE METACTa30B OIYXOJIN.

5.1.6. Ilpunyunst yxooa 3a cacmpocmomu4eckol mpyoxoi

YXxon 3a racTpocToMUYECcKOl TpyOKoO# (OalJTIOHHON MM GamIiep-
HOIi), YCTAHOBJIEHHOW NYHKIMOHHBIM 3HIOCKOIUYECKUM METOIOM,
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oYeHb TpocT [2, 3, 7, 11]. Pogutenn m cpegHuit MeariepcoHa J0JK-
HBbI OBITH 00YYeHBI ITpaBHIaM 00PabOTKI KOXKI BOKPYT CTOMbI, TEXHUKE
KOPMJICHMSI, YXOIy 3a ITOJIOCTBIO PTa.

O0OpaboTKa KOXHM BOKPYT FaCTPOCTOMBI U cCaMOIi TPyOKU TTPOBOAUT-
csl CHavayia KMITSTYEHOM BOJIOM C MBIJIOM, IIPOMBIBACTCSI YUCTON KUTISI-
YeHOI1 BOJOI M OpollaeTcsl ClipeeM O0eCCIMPTOBOIro OECILIBETHOIO aH-
THCENTHKA (HeJIb3sI UCIIOJIb30BaTh 3€JIeHKY, 0/, IEPEKUCh BOIOPOIA).
[Tocne BhICHIXaHMsI OTBEPCTHE 1 TPYOKa HE 3aKPhIBAIOTCS calpeTKaMu
1 He GUKCHUPYIOTCS TUIACTHIPSIMHU, TIPEAIIOUTEHNE OTIACTCS «OTKPHITO-
My» BEISCHUIO CTOMBI IJIsI TIpOMWIAKTUKY Pa3BUTUS Mallepalliy, MH-
dexuuu, rpaHyISIIMNA U MPOJIeXXHEeH B 001aCTH HApyKHOTo (pukcaTopa
TacTPOCTOMEI ¥ COIIPUKOCHOBEHMSI TPYOKHM ¢ Koxkeid. I1pn Hanmnmanm Ma-
Liepaly Koxa JOIOJHUTEIbHO 00padaThiBaeTCsl IIMHKCOAEePXKAIIUMU
racTaMu; TPy TPaHYJISIIUSX — Ma3ssMU ¢ IIIOKOKOpTUKouzamu (2 pasa
B IcHb MUHUMYM 14 nHeit), Tpu nxX He3(PHEeKTUBHOCTH — MPUKUTaHE
HUTPATOM cepedpa; Npy MHGEKINU — Ma3saMM ¢ 0aKTepPULIMIAHBIMU aH-
THOMOTHKAMU IIMPOKOIO CIIEKTpa OEHCTBUS U MPOTUBOIPUOKOBBIMU
npernapatamu. Ilpy MHTEHCMBHOM BOCHaJeHUU KOXU BOKPYT IacTpo-
CTOMBI Ha3HAYAOTCSI aHTUOMOTUKYU U MPOTUBOIPUOKOBBIE ITperapaThl
BHYTPb, a TaKkKe 00e300MBaOIINe U IIperapaTbl-UHTMOUTOPHI IIPO-
TOHHOM TTOMMEI (OMenpas3oJ).

I'acTpocToMmyeckast TpyOKa €xkeIHEBHO JOJKHA IIPOBOPAUYMBATHCS
Ha 360 rpamycoB U IBUTATbCSI BBEPX-BHU3 JJIsT TPOGMIAKTUKM BpacTa-
HUS B CIIU3UCTYIO XeIyaKa U IIpupacTaHus K Koxe. HapyxHbiii ¢puk-
caTtop pacnonaramT Ha BeicoTe 0,3—0,5 ¢cM Hax YpOBHEM KOXU, YTOOBI
n30exXaTh CIaBJIMBaHUS TKAHE.

Kopwmienue mpoBoguTcss MUHUMYM B TedeHUE 15—20 MUHYT TpeMs
cnocobamu: 1) «caMOTeKOM», 2) 00JIIOCHO, 3) HEMPEPBIBHO C TOMOIIbIO
MOMITBEI ISt KopMmiieHusI. [lociie KopMieHUST WM MOCJEe JadyM JieKap-
CTBEHHBIX IIpeIapaToB TaCTPOCTOMUYECKYIO TPYOKY ITPOMBIBAIOT KUIISI-
yeHoil Bogoii B oobeme 20—40 ma (MuHumyM 10 M y geteit B Bo3pacTe
JI0 OMHOTO Tofa). Y MaleHTOB C OTPAaHUYCHUSIMHU B IIPUEME XKUIKOCTU
MOXET IMOHATOONTHCSI YMEHBIIUTh 00bEMBI IIPOMBIBKH 0 U ITOCIIE JIe-
KapCTBa WJIM YMEHBIINTb 00beM KOPMJICHHUSI, 3aTyCTUB €1Iy.

KuakocT UM pacTBOpUMBIE TaOJETKU SIBJISIIOTCST TIPEAIOYTUTEb-
HBIMH JIEKapCTBEHHBIMU (hOpMaMM IIJIsl BBEICHMSI Uepe3 TpyOKy. MHorue
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MHBEKIMOHHBIE (hOPMBI JIEKAPCTB TAKKE MOTYT OBITh BBEICHBI Yepe3 ra-
ctpoctoMy. He nobaBisiiTe nekapcTBo npsiMo B eny. Hekoropsie mpemna-
paThl (HampuMep, MEIUIEHHO BHICBOOOXIAIOLINECS ) HEIb3sI U3MEIbUaTh.

5.1.7. Aneopumm Oeilicmeuil npu 4acmu4Hol UAU NOAHOU 3AKynopKe
mpyoku [7, 10]:

* 1mar 1 — B3gTh mmpwuil S0 Mi1, HabpaTh B Hero 20 MJI TETIION KUTISTIE -
HOIi BObI, MOMPOOOBATh IBUXKEHUSMHU MOPIIHS «BHYTPb-HaPYXKy»
IMOIIpOOOBATh IIPOTOJKHYTh 3aKYIIOPKY;

* mar 2 (ecnu HeT 3(pdeKTa) — 3amoJTHUTH TPYOKY ra3upoBaHHOI BO-
O MJIN CBEXKEBBIXKATHIM aHAHACOBBIM COKOM (3KCIO3UILHS B TPYO-
ke — 20 MMHYT), 3aTeM IOIIPOOOBATh MIPOTOJIKHYTh 3aKyIIOPKY Te-
TI0¥ BOAOWM, HAOpaHHOM B 1rpuil 50 MII;

* mar 3 (ecnu He3(pGEKTUBHBI NPEABIAYIINE CIIOCOOBI) — ITaHKpe-
aTUH (pa3BeCTU B TEIUJIOK ra3vpoBaHHON BOIE M BBECTU B TPYOKY
Ha 30—90 MuHYT).

[Ipy HEBO3MOXHOCTH YCTPaHUTh 3aKyIIOPKYy — 3aMeHa Ha HOBYIO
racTpOCTOMUYECKYIO TPYOKY.

5.1.8. 3amena u uzeaeuenue cacmpocmomuyeckoi mpyoxu

3amMeHa racTpoCTOMUYECKO TPYOKH Ha HOBYIO IIPOBOJAUTCS COTJIac-
HO peKOMeHalusIM IpousBoautensi. Kak nmpaBuio, 0ajJloHHAs MEHSI -
eTcs Kaxable 6 MecsleB, 0aMmIiepHas — Kaxnable 1,5—2 roga. YaiuHuTe-
JI K HU3KOTIIPO(PMIHHOM TaCTPOCTOME MEHSIIOTCS €3KeMECSIIHO.

M3BneyeHne TpyoOKM peKOMEHIYeTCs B clydasx, Koraa HeT OOJIbliie
MEIULMHCKUX MOKAa3aHUM IS ee UCIToIb30BaHus. KpoMme Toro, Ham-
Yyue OCJOXHEHUM (HallpuMep, ITOCTOSIHHOE ITOATeKaHe C BhIPaXKEHHOMN
Malepalmei Wiv BpacTaHue 6amMrepa B CTEHKY XeJlyaKa) TOXe TpeOyeT
M3BJIEUEHUSI JaHHOU TpyOKM ¢ Mocaeaytolleil ycTaHOBKOI HOBOIA.

bannoHHas ractpoctoma JIeTKO M3BJIeKaeTCsl MyTeM CIyBaHUS Oai-
JIoHa. M3BieyeHre OaMIIepHOI TPYOKM MOXKET UITH ITyTeM IPUIOXKCHUS
CMJIBI XUPYpPTa 1 BHITATMBaHUS OaMIIepa HapyxXy 4Yepe3 CTOMUYECKOe OT-
Bepctre. OQHAKO WCCAEAOBAHUS TMOKA3aJdy BBICOKYIO YaCTOTY OCIOX-
HEHUI MaHHOIO METOMIa, BKIIOYas CMepTelbHbIe (Iepdopalus WiIn
0OCTpYKLIMS KMIIEUYHWKA). Y IeTeil JaHHBII MEeTO.I 3allpellieH, U U3BJIe-
YeHNe JOJLKHO UATH TOJBKO SHAOCKOIIMYECKH IO O0IIIei aHeCTe31eii.
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Ecnu ractpocToma He HyKHa WM HajJOXeHa CTOMa B IPYIrOM MeCTe
B CBSI3U C POCTOM pebeHKa, MOc/e U3BJEUEHUS TPYOKU HaKJIaIbIBAIOT-
CsI TUTACTHIPHBIE IIBHI. B OONBIIMHCTBE ClIydaeB OTBEPCTUE 3aKPHIBACTCS
B T€UEHUE HECKOJIbKUX NHell. KpaliHe pelKo MOXET 0cTaBaThCsl KOXKHas
WJIM epKyTaHHO-TacTpajbHas (pUCTyIa BCACACTBUE IIUTEIbHOTO CTOSI-
HUS TPYOKU, MJI0XOM CIIOCOOHOCTH TKaHEel K perapaiii, XpOHUUEeCKUX
WHGEKUNI/TpaHyISIIUil B 00JIaCTA TaCTPOCTOMUYECKOTO OTBEPCTHSI.
B aTOM cnyuyae njia 3aKpBITHSI CTOMBI MOXKET MCIIOJIb30BaThCsSI HAJIO-
>KeHUE JIMTUPYIOLIMX TUTAaHOBBIX KiuncoB I'emoknun (Hemoclip) niu
VIIUBAaHWE OTBEPCTHUS IIOJ SHIOCKOIIMIECKIM KOHTpojeM [2, 3, 10].

5.2. IIpoToKoJibl YX0/1a 32 racTPOCTOMAMH

5.2.1. Texnuxa u npouedypa exceoneéHozo yxooa 3a cacmpocmomoii

5.2.1.1. Ochawenue:

* HecTepUWJIbHbIe OJHOPa30BbIe MepyaTku — 1 mapa;

* KMIIsTYEHas BoJa KOMHATHOM TemnepaTypbl — 50 mi;

* KOXHBII OECCIIMPTOBOM aHTUCENTUK B BUne cripes — 1 dyiakoH;
* CTepMJIbHBIE MapJjieBble TaMIIOHKI / cajiderku — 10 miT.;

*  «YUCTBII» JOTOK — 1 1IT.;

* «IPS3HBINA» TOTOK — 1 T.;

* OJHOpa30Bas BIUThIBAIOLLAS MeJeHKa — 1 HIT.

5.2.1.2. [lodeomoeéka k npoyedype

IToaroroBrTe poauTesieit U pebeHKa K IpoLEAype yXxoda 3apaHee,
C JeMOHCTpauueil 1 moapoOHBIM OO0BSICHEHUEM BceX IaroB. st pe-
OCcHKa JOIOJHUTEIFHO UCIIOJIb3YIATE UTPOBBIE IIPUEMBbI, €CJIM HYXKHO —
MpUBJIEKaTe UTPOBOro TepareBTa / BOCIIUTATE .

OueHb BaXXHO HAYYUTh POAUTENIEH TIPABUIBLHO yXaXKUBaTh CAMOCTO-
SITEJIBHO.

ITpouenypa yxoma 3a CTOMOI M TPyOKOM OCYIIECTBISETCS MIAaHOBO
2 pa3a B IcHb — YTPOM U BEYEPOM, a TAKXKe TOMOJTHUTEIbHO — IIPU He-
00XOIMMOCTH.
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IToaroroBsTe BeCh HEOOXOAMMbBIN MHBEHTaph, KOMHATY U MECTO.

VYnoxute pedbeHKa TOpPU30HTAJILHO HAa OJHOPA30BYIO BITMThIBAIO-
LLIYIO MEJEHKY, pa3roBapuBaiTe ¢ HUM, OOBSICHSITE BCE, YTO MPOMCXO-
IuT. PonuTeny Bcerma JOKHBI HAXOIUTHCS PSIIOM C peOEHKOM.

5.2.1.3. Boinoanenue npouedypul

BreimoiiTe pyku, oOpaboraiiTe UX KOXHBIM aHTUCENTUKOM, HATe
MPOCOXHYTh, HAEHBTE IIEPUYATKH.

OOpaboTaiiTe racTpOCTOMUYECKYIO TPYOKY U 00JIaCTh CTOMBI CTE-
PWILHBIM MapJieBbIM TAMIIOHOM C KOXKHBIM aHTUCEIITUKOM, 3aTeM IIPO-
CYIIMTE CTEPUJbHBIM MapjeBbIM TaMIIOHOM; BbIOPOCHTE MapJieBbie
TaMITOHBI B JIOTOK.

OuennTe 00J1aCTh CTOMBI, LIBET M 1IEIOCTHOCTDL TPyOKM. Kozka B 00-
JIACTY CTOMBI JOJIXKHA OBITH OOBIYHOTIO LIBETa (HE J0JI3KHA OBITh ITOKpac-
HEBIIIEH, OTEYHOM, ¢ TPAaHY/ISILIUSIMA U TIp.).

Ecnmn xoxa cTOMbl 4ucTasi ¥ BBHIIVISIAUT HOPMaJIbHOM, HaJIOXXEHME
MMOBSI30K HE HY>KHO, CTOMAa BEIETCSI OTKPHITHIM CIIOCOOOM.

Ecnu y pebeHKa CTOUT IJMHHASI TacTpOCTOMMYECKasl TpyOKa, Ipo-
TPUTE W TPOCYILINUTE TPYOKY MOA HApPyKHBIM (PUKCATOPOM / OrpaHM-
YUTEJIeM, OTOIBUHYB €TI0 1 3aTeM BEPHYB HAa MeCTO (HYXXHO IOTSIHYTh
TpyOKY Ha ce0s1 10 yIiopa U OIMYCTUTh HapyKHBII orpaHu4uTeab 10 0,3—
0,5 cM Hanm ypoBHEM KOXMU).

Ecnu y pebeHka cTouT HU3KOIMPO(UIbHAS TacTpOCTOMA, TIPOTPUTE
00JacTh KjaanaHa (MecTo, Kyaa NPpUCOeINHSIETCS YAJIUHUTENIb) BaTHOM
NaJ04YHOM, CMOYEHHOU KUMSYEHON BOLOM.

ITpoBepHMUTE TacTPOCTOMMYECKYIO TPYOKY Ha 360 rpagycoB BOKpYT
OCH, 3aTeM IoaBHUTaliTe ee BBepX-BHU3 Ha 0,5—1 cMm.

YmHuTeIM K HU3KONPO(UILHON TracTpoCTOME MOIOTCSI II0CIIe
KaXXI0ro KOPMJICHUSI MJIM BBEACHUS JIeKapCTBa IO IPOTOYHOM BO-
JIOMi, 3aTeM — cJ1ab0ii KOHLIEHTpaLlMEX MOIOILIEr0 CpeACTBa ISl TIOCYAbI
U TIPOMBIBAIOTCS MTPOXJIATHON YUCTON KUTISTYEHOW BOJIOW, CTPSIXUBAKOT-
Cs U CYIIATCS Ha OTKPBITOM BO3MAyXe Ha YMCTOM IIOJIOTeHIE. Y meTei
B BO3pacTe 10 OTHOIO T'oJa U Y UMMYHOKOMIIPOMETUPOBAHHBIX e Tel
TpyOKa ITOCJIe 3TOTO AOITOJHUTEIHLHO IIPOMBIBAETCS CTePUILHOM BOHOI.
VYIMHUTeNb He TOJDKeH OCTaBaThCsl MPUKPEIJIEHHBIM K TpyOKe, eclu
OH He UCITOJIb3YeTCS B TaHHBI MOMEHT.
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Ecnm BB TOmo3peBaeTe MH(MEKINIO B 00JJACTU TaCTPOCTOMBI, HEO0-
XOIMMO B3Th Ma30K C KOXHU Ha OaKTepUaJbHYI0 U TPUOKOBYIO MH(PEK-
uu (Jalle BCero X BBI3BIBAIOT CTADMIIOKOKK 1 rpudbI pona Kananma).

Ecnu HabmomaeTcst moaTeKaHue XKeIyI0UYHOIO COAEePKMMOTo U3 Tra-
CTPOCTOMBI — HEOOXOAMMO MCIOIb30BaTh CPEIACTBA IS 3alIUThI KOXMU,
Hanpumep «Kasuion» (cripeit, o0pa3yonii Ha Koxe BOTOCTOMKYIO IbI-
IIAIIYIO TJIEHKY ). ZKeJTyTouHOoe COAePKUMOE COIEPKUT COJISTHYIO KUCITO-
TY U MOXET BbI3BaTh KUCJIOTHBIN 0xXor. HeobxoaruMo Ha3HAaYUTh peOeHKY
aHTAUMIbI 1 OBICTPO YCTPAHUTH IMPUYMHY, BHI3BIBAIOIIYIO ITOATEKAHHE.

B cimydae pa3BuTus rpaHyIsSIIMM HEOOXOOMMO HAdaTh JCYeHHME KakK
MOXHO paHbllle KOMOMHHUPOBAHHBIM IpernapaToM (TIIOKOKOPTUKOWU/,
aHTUOMOTHUK, TIPOTUBOTPUOKOBBIN Mpenapar), HaHOCS 2 pa3a B IeHb MU-
HuUMyM 14 nHeit Ha obmacTe rpanynsauuii. [1pu orcyreTBumM 3¢ dexra —
HaHeceHWe HUTpara cepedpa Ha 001acTh IPaHyISIIMI ¢ OTHOBPEMEHHOM
3aIIUTOM MHTAKTHOM KOXM BOKPYT, HAIIPUMEP, C IIOMOIIBIO KMUIKOIO
napaguHa.

5.2.1.4. 3asepwenue npouedypoi

CHUMMHTE MIEPUYATKU U BEIOPOCHTE UX B «TPSI3HBIN» JIOTOK.
IMToxBanurte pebeHKa nociie MpouUeaAyphl, MO0JarogapuTe poauTesei.

5.2.2. Texnuka u npouedypa KopmaeHUs U 66€0CHUS AeKAPCME Hepe3
2acmpocmomy

5.2.2.1. Ocnawenue:

* wmmnpuubl o 50—150 M ¢ HocukoM Tuna KaHe 1151 KOpMJIEHUS «ca-
MOTEKOM» MJIM OOJIIOCHO — | 1IT.;

* DHTepasibHas TOMIIA C CeTaMU AJISI JTUTEIbHOIO KOPMJIEHUS — I1O | 1T, ;

* CMeCh IUISI SHTEePaJIbHOTO KOPMJICHUSI KOMHATHOM TeMIIepaTyphl, Je-
KapCTBEHHBIE TIpernaparhbl (B XKUIKOM BUIE);

e mmpui 50 M ¢ HocukoM Tvna ZKaHe A1 IpOMbIBaHUSI TPYOKM BO-
JIOIi 10 1 TTOCJIe €Ibl WJIM JIEKapCcTB — 1 IMT.;

* mmpuir 10 Ma ¢ HocukoM Tumna Jlyep (Kak 1ist B/B BBeIEHUS) ISt
Jadu JekapcTB — | 1IT.;

* yycTas KUIsSYeHast BoJa JJisl IPOMbIBaHUS TPYOKU 10 U ITOCJIE €Ibl —
200 mu;
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* OIHOpa30BbIE MepUaTKu — 1 mapa;

* KOXHBII OeCCIIMPTOBOM aHTHUCENTUK B BUe cripest — 1 (hJ1akoH;

* CTepUJIbHBIC MapyieBble TAMITOHHI / candeTku — 10 1mT.;

*  «UUCTBIM» JTOTOK — 1 IIT.;

*  «IPSI3HBIN» TOTOK — 1 HIT.;

* OJIHOpa30Basl BIUTHIBAIOIIAS ITeJIeHKa — 1 1IT.;

* MHOTIOpa30BbIe YIJUHUTEN ST HA3KOMPO(PUIBHON TaCTPOCTOMBI
(ecnin OHA UCTIONB3YeTCS JIJI 3aMeHBI) — 1 1mIT.

5.2.2.2. [looeomoeka k npouedype

CobnoneHne OOIIEIPUHATHIX TPUHLIMIIOB ACENTUKN U aHTUCEITUKU
MpY IIPUTOTOBJICHUM CMeceil ISl TTUTaHusI, KOPMJICHUW W BBEACHUM Jic-
KapCTB.

CobtoeHre CpOKOB UCTOJIb30BaHUSI CMECEl JUIsl SHTePaJbHOTO TN~
TaHUsI, BKJIIOYas BpeMsI KOpMJIeHUsI (TPyIHOE MOJIOKO — He OoJjiee 4 Ja-
COB TIOC/e CLEXMWBaHUS WJIM pa3MoOpaxkMBaHUs; IETCKOe U JiedeOHOoe
MUTaHKe — 6 YacoB IOCIIe pa3BeIeHUSI CYXOil CMECH B BOJIE; TOTOBBIE CTE-
PUIbHBIE XKUIKKME CMECH — B TeUeHHUE 24 4acOB OCJIe BCKPBITUS YITaKOB-
KM / OTKPBITHSI OYTBUIKM, TIPY YCJIOBUM, YTO OaHKa ObLIa IPUCOCAMHEHA
K 3aKPBITOM CUCTEME ITUTAHUS).

OOBSICHUTH POAMTENSIM, MEACEeCTpaM M yXaXKMBalOIlleMy MepcoHa-
JIy CUMIITOMBI, TpeOyoIlle 3KCTPEHHOIO OTKJIIOUEHUs ITOJAa4Yd ITUTa-
HUSI, €CJIM OHM MPOSIBJISIIOTCS. BO BpeMs KOpMJICHUSI: 00J1b BO BpeMsI €/Ibl,
CUJIbHOE TTOITeKaHue M3 00JIaCTU CTOMBI BO BpeMsI €/bl, CBeXasli KPOBb
B TpyOKe MM B 00JIACTH TacTPOCTOMBI, OECITOKOMHOE ITOBEACHUE pe-
OeHKa (HeoOXoarMa KOHCYJIbTallus CenraancTa Ijsl peleHus BOmpo-
ca o KT, peHTTeHOJTOrMIeCKOM MJIX HIOCKOIINYECKOM MCCICIOBAHNN).

ITonrotoBbTe MECTO MJIsI KOPMJIEHUSI U PACIIOJOXUTE pedeHKa Tak,
YTOOBI OH CHMIIEJI, He TepenaBanBas o0JacTh XeJlyaKa U racTpOCTOMBI,
WY JIeXan ¢ TIPUTIONHATON BepxHei MonoBUHON TynoBuia Ha 30—45
TpaaycoB.

5.2.2.3. BvoinoaneHnue npoyedypbi

BbIMBITH pyKu, 00paboTaTh UX aHTUCENTUKOM U HaaeTh OJHOPA30-
BBbI€ MEpYATKU, Mepel TeM KaK JI0TparuBaThCs OO0 TaCTPOCTOMBI U MPU-
CMOCOOJIEHU 111 KOPMJIEHUS, BBOAUTD MUTAHWE WM JIeKapCcTBa.

36



5. OHTEPAJIbHOE MUTAHUE YEPE3 TACTPOCTOMY: TIOKA3AHWS, TIPEUMYIIECTBA U HEJOCTATKHU

3anoJHUTh IUTAaHUEM CeT IIJIsI KOPMJICHUS U YIJUHUTENIHU K racTpo-
CTOME TaK, YTOObI He OBIJIO BO3/1yXa B CUCTEME.

[lepen KopmileHHEM IIPOMBITh TaCTPOCTOMMYECKYIO TPYOKY BOHOI
U MIPUCOEAUHUTD NPUCTIOCOOTIEHUS 11T KOPMJICHUS.

OTMETUTb B INCTE MMTAHUSI BpeMsI Hayajla 1 OKOHYAHUsI KOPMJICHUS,
BBEJCHHBIII 00beM M BUA MUTaHUS (BpeMsl KOPMJIEHUS TOJKHO OBITh
He MeHee 20 MUHYT).

ITocne KopMaeHUST TPOMBITH TACTPOCTOMUUYECKYIO TPYOKy 20—40 M
BogbI (Y neteii B Bo3pacte 1o 1 roga — 10 M) ¥ 3aKpHITH €e.

5.2.2.4. 3asepuwenue npouyedypul

* CHHUMWUTE TTepYaTKI U BEIOPOCHTE UX B «TPI3HBIN» JTOTOK.

+ TloxBammTe pebGeHKa ITOCIIe POy, TTO0JIAroIapuTe POTUTEIICH.

* Tlompocute pedbeHKa cecTh M MOHAOIIOJANTE 32 HUM U 32 00J1aCThIO
CTOMBI Ha TIpeIMET MOATEKAHUS B TeUSHME TT0JTyJaca ITocJie 3aMeHbI.

5.2.3. Texnuka u npouedypa 3amensvt 6A110HHOU 2ACHPOCHIOMDbL

5.2.3.1. Ocnawenue:

* HOBas racTpocToMUYecKast TpyOKa HY>KHOTO pa3Mepa U TUTIIA;

* IIIPHMLUBI IO 5 MJI ¢ HOCMKOM TuIIa JIlyep (Kak mis B/B BBENEHUS) —
3w,

* Telib-JIyOPMKAHT Ha BOOHOI OCHOBE — | TIOOUK;

* mnpuir 1o 20 M1 ¢ HocukoM Tuma 2KaHne — 1 1mT.;

* YycTas BoJa KOMHATHOI TeMIlepaTyphbl (KMIISYeHasl, TUCTUUIUPO-
BaHHas WIN IJIsI MHBEKLIWI) IJIs1 3aTToJIHEHUs OatoHa — 20 M,

* yycTas KUIsYeHast Boua UISl IIPOMBIBAHUS TPYOKM ITOCTIE 3aMEHBI —
200 mut;

* CTepWJIbHBIE OHOPA30BbIC MepYaTKu — | mapa;

* KOXHBIN 0€CCIIMPTOBOM aHTHUCENTUK B BUe crpest — 1 (hJ1akoH;

* CTepuJIbHBIE MapyieBble TAMITOHBI / candeTku — 10 mT.;

*  «UHCTBIN» JIOTOK — | LIT.;

*  «TPSA3HBIN» TOTOK — | 1T,

* OJHOpa30Basl BIUTHIBAIOIIAS MeJeHKa — | 1IT.;

* M3MEpPUTENIb BHICOTHI CTOMBI (B ClIydae 3aMEeHbl Ha HM3KOIPO(UIb-
HYIO racTpocToMy) — 1 T.;
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* MHOIOpa30Bble YIJUHUTEIU IJISI HU3KOIPO(PUIbHON IacTPOCTOMbI
(ecnu oHA UCTIOJB3YeTCs AJ1sd 3aMeHbI) — 1 1IT.;

* Habop TpyOOK pa3HOTO AMaMeTpa M BHICOTHI (€CIU IIpeAIioaaraeTcs
3aMeHa Ha APYroi AuaMeTp UM BBICOTY).

5.2.3.2. Ilooeomoeka k npouyedype

ITonrotoBbTe poauTeseit U pedbeHKa K MpoLeAype 3aMeHbI TPYOKH 3a-
paHee, C AEMOHCTpaLueil U MoApPOOHBIM 00bSICHEHWEM BCex 11aroB. J1is
pebeHKa TOMOJIHUTEIbHO UCTIONIb3YHTE UTPOBBIC TPUEMBI, €CJIA HY>KHO —
MpUBJIEKaTe UTPOBOTO TepareBTa / BOCIIUTATE]IS.

3apaHee OlLIEHUTE, MPOMU3OIIUIM U M3MEHEHUs] B POCTe U Bece Ila-
uueHTta. Eciu ga — peiure, Hy>XKHO JIM 3aMEHUTb Ha TPYyOKY OOJbliie-
ro nuamerpa. B ciydae mcnonb3oBaHMsI HU3KOMPOGUIHHON O0aJIJIOHHOM
racTpOCTOMUYECKON TPYOKU MOATOTOBBTE U3MEPUTEb BbICOTHI racTpO-
CTOMMYECKOTO OTBEPCTHSI.

Jlyuiree Bpems 1S 3aMEHBI TaCTPOCTOMbI — Uepe3 3—4 Jaca mocJie
MpyreMa IUIIN.

[TonroroBbTe BeCh HEOOXOAUMBIIA MHBEHTaph, KOMHATY U MECTO JISI
3aMEHHBI.

VYioxute pedeHKa rOpM30HTAILHO HAa OMHOPA30BYIO BIIMTHIBAIOIILYIO
TMeJIEHKY, pa3roBapuBaiiTe ¢ HUM, OOBSICHSITE BCe, YTO ITporucXoauT. Po-
JIUATENIN BCETIa TOKHBI HAXOIUTBCS PSIIOM C PEOCHKOM.

5.2.3.3. Boinoanenue npouedypol

BrimoiiTe pykm, oOpaboTaiiTe MX KOXHBIM AHTHUCEIITUKOM, IaiTe
MPOCOXHYTh, HAICHbTE CTEPUJIbHBIE TIEPUYATKMU.

ITpoBepbTe paboTy O6auIoHa Y HOBOM raCTPOCTOMUYECKOM TpyOKH (MIpU-
COEIVMHUTE IIIPULL C 5 MJI YMCTOI BOIBI K COOTBETCTBYIOILIEMY MOPTY, 3a-
TMOJTHUTE OAJUIOH, TIPOBEPHTE BU3YATBHO €r0 IIETOCTHOCTD, TTOJTHOCTHIO U3-
BJIEKUTE BOLY OOpaTHO B IIIIPUIL ¥ ITOJIOXKUTE IIIIPUILL B «UUCTHIIA» JIOTOK).

Ecniun HeoOXoayMMoO M3MEpPUTh BBICOTY CTOMbBI, BO3bMUTE U3MEpPU-
TeJIb, BCTABHTE €T0 B OTBEPCTHE CTOMEI, 3aIIOIHUTE OAJJTOH Ha MU3MepU-
TeJie, IPUCOEAMHUB IIIIPULL C BOJOH M BBelIsl 00beM COIJIAaCHO MHCTPYK-
LIMM IPOU3BOIUTENS, MOTSIHUTE U3MEPUTEIIb A0 yropa Ha cedsi. OLieHuTe
BBICOTY CTOMBI, IIOTOM M3BJIEKUTE BOIY U3 OaJJIOHA C TIOMOIIIBIO TOTO Xe
IIIpULIa U U3MEPUTENIb — U3 CTOMBbI, ITOJIOXKUTE BCE B «TPSI3HBIN» JTOTOK.
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BricoTa HOBOI1 HU3KOTIPOMMILHON TacTPOCTOMUYECKON TPyOKM paBHa
BbICOTe CTOMBI TITI0C 0,5 cMm.

Bo3bMuTe HOBYIO OaZIOHHYIO TPYOKY, CMaxXbTe 00JacTh OajljioHa
1 BBIXOJHOTO OTHeja JIyOPUKAHTOM, IOJIOXXKMTE HOBYIO TPYOKY B «UHU-
CTBI» JIOTOK.

OOpaborTaiiTe cTapylo racTpoCTOMUUYECKYIO TPYOKY U 00JIacTh CTO-
MBI CTePWJIbHBIM MapJieBBIM TAMIIOHOM C KOXHBIM aHTHUCEIITUKOM, 3a-
TE€M IPOCYILINTE CTEPUILHBIM MapJIeBbIM TAMIIOHOM; BEIOPOCHTE MapJie-
BbI€ TAMITOHBI B «IPSI3HBII» JIOTOK.

Ynanute Boay u3 6ajuIOHA CTapOil TaCTPOCTOMUYECKOM TPYOKH, IIPH-
COEIMHUB LITPUIL 5 MJT K TOPTY OAJIJIOHA ¥ MTOTSIHYB MOPILIEHb TaK, YTOObI
SKMIKOCTB ITONIJIA B IITIPULI, BEUIEHTE XKUIKOCTD M3 0AJIJIOHA B «TPSI3HBIIN»
norok. CrapaliTecbh He HagaBIMBaTh IIPU 3TOM Ha XUBOT pedbeHka. [1po-
BepbTe, BCS JIM XKUIKOCTh yaajeHa U3 6aJUI0OHa, IOBTOPHO ITPUCOEINHUB
mmpuil. ITogoXuTe MIpUIL B «TPSI3HBIN» JIOTOK.

AKKYpaTHO, MEIJIEHHO W3BJIEKUTE CTapyl0 TIacTPOCTOMUYECKYIO
TPYOKY, ITOJIOKUTE €€ B «TPSI3HBIN» JIOTOK.

BricTpo Bo3bMUTE HOBYIO TPYOKY, CMa3aHHYIO JTYOPUKAHTOM, aKKYy-
pPaTHO BCTaBBTE €€ B OTBEPCTUE CTOMEL.

AKKypaTHO, HE HaJaBiuBas, INPUICPKUBas OTHON PYKON HOBYIO
TpyOKYy (Y4TOOBI OHA HE BBIILIA M3 CTOMBI), BO3bMUTE BTOPOU PYKOM
IIIPUILI C YUCTOI BOIOM M 3aIOTHUATE 0aJIJIOH HOBOI TPYOKHU IO HYKHO-
ro oobema.

[TpoBepbTe, pacKpblics U OAJUIOH, MOTSHYB TacTPOCTOMUYECKYIO
TpyOKy Ha cebsI 10 yIiopa, YTOOBI TTOYYBCTBOBATh, KaK OAJIJIOH yIIMpaeTcs
B MIEPEIHIOI0 OPIOIITHYIO CTEHKY pebeHKa.

ITporpute TpyOKY 1 KOXY pebeHKa MapJieBbIM TAMIIOHOM C KOXXHbIM
AHTUCENTUKOM, BEIOPOCHTE B «TPSI3HBIN» JTOTOK; 3aT€M MPOCYILINTE Map-
JIEBBIM TaMIIOHOM 1 BBIOPOCHTE €T0 B «I'PSI3HBII» JTOTOK.

OnycTtuTe Hapy:XHBIA (puKcaTop (OTpaHUYMUTENb) TacTPOCTOMUYE-
cKoit Tpyoku Ha BbicoTy 0,3—0,5 cM Haa ypoBHEM KOXU (€CIU yCTaHOB-
JIeHa IJIMHHAS racTpOCTOMMUYECKasl TpyOKa).

IMpucoenuauTte mmpui TvIa 2KaHe K crieiMaJbHOMY ITOPTY Ha Ta-
CTPOCTOMUYECKOU TPYOKE, MOTSIHUTE ITOPIICHD Ha ce0sI, IPOBEPUB CTOSI-
HUe TPYOKM U TTOJYIMB HEOOJIbIIIOE KOJIUYECTBO XETYT0OUHOIO CONEPKU-
Moro. [Ip1 HeoOXoTMMOCTH — TIPOBEPhTE COMEPKUMOE Ha KUCIIOTHOCTh

39



5. OHTEPAJIbHOE MUTAHUE YEPE3 TACTPOCTOMY: TIOKA3AHMWS, MTPEUMYLIECTBA U HEJOCTATKHA

C TIOMOIIIBIO JIAKMYCOBO# OymMaru. 3aTeM MeIJICHHO ITPOMOMTE TPYyOKYy
YUCTOM KUITSTYeHOM Bomoit 20 M.

Ecnu ncnonb3yercss HU3KOMPO(hWIbHAS TaCTPOCTOMUYECKAs TPyOKa,
TO JIJIs1 TPOMBIBAHMSI HEOOXOIMMO ITPUCOSAMHUTD 3apaHee 3arl0JTHEHHbII
KUTITYCHOM BOOOW YIJIMHUTENb, a TOCJIe IIPOMBIBAHUS — OTCOSOUHUTD
€r0 U TOJIOXKUTh B YMCTHII JIOTOK /I AAIbHEHIIIETO UCIIOIb30BaHMUS.

5.2.3.4. 3asepwenue npouedypoi

CHMMMTE MIEPYaTKU U BEIOPOCHTE UX B «IPSIZHBIN» JIOTOK.
[ToxBanuTte pebeHKa MOCIIE MPOLIEAYPhI, TO0JIAr0IapUTe POTUTEIICH.
ITonpocute pebeHKa cecTh U MOHAOMIOAANTE 32 HUM U 3a 00JIaCThIO
CTOMBI Ha IIpeIMeT IMOATEKAHUSI B TeUSHUE TT0JTyJaca Iocjie 3aMeHBI.
CremaiiTe 3amMch B MEAWIIMHCKOM TOKYMEHTALIMM O TIpOIEeaype 3a-
MEHBI U OTCYTCTBUU/HAJIMYMU OCJIOXHEHUI C YKa3aHWEM JIaThl, BpeMe-
HU, XapaKTEePUCTUK YCTAHOBJICHHON TPYyOKM (IIPOM3BOOUTENIb, TUAMETP,
BBICOTA, UeM HaIoOJIHEH 0aJIJIOH 1 B KAKOM 00beMe, KaKOoi TyOPUKAHT MC-
TIOJIb30BAJICS, OTICAHIE OTBEPCTUSI CTOMBI), a TAKIKE XapaKTEPUCTUK CTa-
poli TpyOKM (LIeIOCTHOCTD U LIBET TPYOKM M OaJsIoOHa, 00bEeM 1 IIBET U3BJIE-
YEHHOM KMIKOCTH ) ; pPeKOMEHIALIMH T10 JaTe CIIeAYIOIICi 3aMeHbI TPYOKH.

5.2.4. Texnuka u npouedypa 3amenwt 600bl 8 6a.110He
2acmpocmomu4eckoil mpyoxu (0AuHHOU u HU3KONPODuU.IbHOIL)
(nposeooumcs exceneoeabHo)

5.2.4.1. Ocnawenue:

* IUMPUUBI MO 5 MJI C HOCUKOM TuIIa JIyep (Kak jJis B/B BBEIEHUS) —
2 IT.;

* YKcTasl BoJAa KOMHATHOW TeMmmepaTypbl (KWMsiueHasi, JUCTUIUIUPO-
BaHHas WIU JJ11 UHBEKIIUIA) J1JTS 3aM0JTHEHUS OajioHa — 20 Mit;

* HecTepuibHbIE OJHOPA30Bble MepuaTku — | mapa;

* KOXHBI 0€CCIMPTOBOM aHTUCENTUK B BUIE cripest — 1 (hj1akoH;

* CTepUJIbHBIC MapJieBble TaMITOHHI / candeTku — 10 mT.;

*  «YUCTBHI» JOTOK — 1 IIT.;

*  «IPSI3HBIN» JOTOK — 1 HIT.;

* OJHOpa30Basl BIUThIBAIOLIAS MeJieHKa — | 1IT.
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5.2.4.2. Ilooecomoska Kk npouedype

[IpounTaiiTe WHCTPYKLUIO IIPOM3BOAUTENS TaCTPOCTOMMUYIECKOI
TpyOKHU, KOTOpasi B HACTOsIIIIEe BpeMsl YCTaHOBJIEHA Yy peOeHKa, YTOObI
OIIPEACTUTHCI C PEKOMEHIYEeMbIM M MaKCUMaJIbHO BO3MOXHBIM 00be-
MOM XMAKOCTHU [IJ11 HaroJHeHWs 6aoHa. IIpeBbllneHre oObeMa BblllIe
MaKCHUMaJIbHOTO BelIeT K HapYLIEHUIO 1IeJIOCTHOCTH OaJIOHA.

[Ipoananu3upyiiTe COOTBETCTBHE BO3pacTa peOeHKa peKOMEHIYEeMO-
My 00BbeMY, UTOOBI 00BEM OajioHa He JOCTaBJISI OIUCKOMMPOPT pedeH-
Ky Tocjie KopmiieHusl. Eciu ecTh MoaTeKaHue COIEpP:KUMOIO XKeJIyIKa
M3 CTOMBI, PEIIIUTE, 10 KAKOro 00beMa MaKCUMaIbHO MOXHO YBEJIUUUTh
HaIloJIHEHME OaJlJIoHa, YTOOBI CO31aTh OOIBIITYIO TEPMETUYHOCTD.

Bo3spacTHBIe 0cOOEHHOCTH HAIOJIHEHNSI OaJJIOHA: IETU B BO3pacTe 10
1 roga — 3 M1, IeTH B Bo3pacTe OT 3 10 6 1eT — 4 MJ1, crapiie 7 JIeT — 5 MII.

[lonroroBeTe pommTeneilt U pedeHKA K IIpOLIEIype 3aMeHBI BOIBI
B OaJIJIoHe 3apaHee, ¢ IeMOHCTpalreil U moaApoOHBIM OOBSICHEHUEM BCeX
mraroB. s pebeHKa JOITOJTHUTEILHO MCIIOJNB3YIUTEe UTPOBBIC TIPUEMEI,
€CJIM HY>XKHO, ITPUBJIEKaTe UTPOBOTO TepalieBTa / BOCIIMTATE]IS.

OuyeHb BaxKHO HAYYUTh POAMUTENIE MEHSITh BOIY B OaJIJIOHE CAMOCTO-
SITEJIBHO.

OOBSICHITL POAUTEISIM, YTO HYXXHO JHejlaTh, €ClUd Oa/uIOH JIOMHYJI
1 TaCTPOCTOMMYECKAsI TPYOKa BHIIIUIA: B3SITh 3alIaCHYIO (OHA JOJIKHA OBITh
y poauTeNeil Bceraa) U He3aMeUIMTEIbHO CaMOCTOSITENIbHO TIPOBECTH 3a-
MEHY Ha HOBYIO, YTOOBI He 3aKPBLIOCH OTBEpCTHE CTOMBI. Eciii Het racTpo-
CTOMUYECKOM TPYOKM, MOKHO BPEMEHHO BCTaBUTH KaTeTtep Posiest v Ha-
30racTpajbHbIN 30H] CXOMHOIO IraMeTpa, 3a(UKCUPOBAB UX IIJIACThIPEM.

Jlyudiiee Bpems [1J1s1 3aMeHBI BOJIbI B OajJIoHE — yepe3 3—4 yaca 1rocie
npueMa MUy,

[TonroroBsTe BeCh HEOOXOAUMBIIT MHBEHTaph, KOMHATY U MECTO ISt
3aMEHbI BOJIbl B OAJIJIOHE.

VioxuTe pedbeHKa rOpu30HTAILHO Ha OIHOPA30BYIO BITUTHIBAIOIILYIO
MEJIeHKY, pa3roBapuBaiiTe ¢ HUM, OOBSICHSIITE BCE, YTO IPOUCXOIUT. Po-
JIUTEJIM BCEraa NOKHBI HAXOIUTHCS PSIIOM C PEOSHKOM.

5.2.4.3. Boinoanenue npoyedypbi

BeimoiiTe pyku, o0paboTaiiTe MX KOXHBIM aHTUCENTUKOM, JaiTe
MPOCOXHYTh, HAIEHBTE MEePUYATKHU.
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OOpaboTaiiTe TaCTPOCTOMUYECKYI0O TPYOKY UM 00JacCTh CTOMBI CTe-
PUIBHBIM MapJieBBIM TAMIIOHOM C KOXHBIM aHTUCEIITUKOM, 3aTeM ITpO-
CYIIIUTE CTEPUIbHBIM MapJieBbIM TAMIIOHOM; BEIOPOCHTE MapJIeBhIC TaM-
TOHBI B «T'PSI3HBIN» JIOTOK.

Ynanmute Bomy U3 OaJJIOHA TaCTPOCTOMMYECKON TPpYyOKM, TIPUCOEIM -
HUB LIIIPUILL 5 MJI K TIOPTY OajlJIoHA U MOTSHYB MOPIIEHb TaK, YTOObI XK/ -
KOCTh TIOIIJIA B IIMPHL, BBUICHTE XKUIKOCTh W3 OaJUIOHA B «IPSI3HBIM»
norok. CrapaiiTecbh He HagaBIMBaTh IIPU 3TOM Ha XUBOT pedberka. [1po-
BEpbTE, BCS JIM XKUAKOCTD yaJleHa 13 0aJlJIoHa, ITOBTOPHO MPUCOSANHUB
mmpui. ITogoXuTe MITpUIL B «TPSI3HBIN» JIOTOK.

AKKypaTHO, He HaJaBiuBasl, MPUIEPXKUBas OJHOW PyKOH ractpo-
CTOMHUYECKYIO TPYOKY (UTOOBI OHA HE BBILILIA U3 CTOMbI), BO3bMUTE BTO-
PO PYKOI HIMPUIL C YUCTON BOAOM UM 3aIIOJIHUTE OaJIJIOH HOBOI TpyOKHU
JI0 HY>KHOTO 00beMa.

[IpoBepbTe, pacKpblics U OAUIOH, IOTSHYB IaCTPOCTOMUYECKYIO
TpyOKy Ha cebsl 10 yIiopa, YTOObI TOYYBCTBOBATh, KaK OAJIJIOH yIIMpaeTcs
B IIEPEIHIOI0 OPIONIHYIO CTEHKY peOeHKA.

[TporpuTte TpyOKYy U KOXY peOeHKa MapJIeBbIM TaMIIOHOM C KOXKHBIM
AHTUCENITUKOM, BEIOPOCHTE B «TPSI3HBIN» JIOTOK; 3aTeM IIPOCYIINTE Map-
JIEBBIM TaMIIOHOM 1 BBIOPOCHTE €T0 B «I'PSI3HBII» JTOTOK.

IMpucoenqunauTte mmpui TvIa ’KaHe K crielMaJbHOMY ITOPTY Ha Ta-
CTPOCTOMUYECKOU TPYOKE, MOTSIHUTE ITOPIICHD Ha ce0sI, IPOBEPUB CTOSI-
HUe TPYOKM U TTOJYIMB HEOOJIBIIIOE KOJIUYECTBO XETYTOUHOIO CONEPKU-
Moro. [Ip1 HeoOXoTMMOCTH — TIPOBEPhTE COMEPKUMOE Ha KUCIIOTHOCTh
C TIOMOIIBIO JIAKMYCOBO# OymMaru. 3aTeM MeIJICHHO ITPOMOMTE TPYyOKYy
YUCTOM KMUITSTYeHOM Bomoit 20 M.

Ecnu ncnons3yercst HU3KonpowibHask TacCTpOCTOMUYECKast TPyOKa,
TO IS IPOMBIBaHUSI HEOOXOIMMO ITPUCOEIMHUTD 3apaHee 3ar0JTHEHHbI
KUTITYCHOI BOOOU YIJIMHUTENb, a TOCJIe IIPOMBIBAHUS — OTCOSOUHUTH
€r0 U MOJIOXUTb B «4UCTBIV» JIOTOK JJISI NAJbHENIIIETO UCTIOJIB30BAHUS.

5.2.4.4. 3asepwenue npouedypoi

CHUMMTE IEPYATKU U BEIOPOCHTE UX B «I'PSI3HBIN» JIOTOK.

[ToxBanuTte pebeHKa MOCIIE MPOLIEAYPhI, IOOJArOIapUTe POTUTEIICHA.

ITompocute pebeHKa cecTh U MOHAOMIOAANTE 32 HUM U 3a 00JIaCThIO
CTOMBI Ha IIpeIMeT IMOATEKAHUSI B TeUSHUE TT0JTyJaca Iocjie 3aMeHBI.
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CrenaiiTe 3amuMch B MEIMLUMHCKON JOKYMEHTALIMU O 3aMEHE BOIbI
B OajloHe (maTa, BpeMsl, 00bEM U LIBET U3BJIEUEHHOM KUIKOCTU, 00beM
M XapakKTep BBEAEHHOM XUIKOCTH).

Chnucok JMTepaTypbl

1. Tactpocroma B majummaTMBHOM meauatpum: 20 BOIIPOCOB U OTBE-
TOB IO YXOOy U JICYEHUIO ocliokHeHui. — M., 2015. — 28 c., un.
http://www.rcpcf.ru/wp-content/uploads/2014/08/Brochure
Gastrostoma_site.pdf
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6. BBIBOP U UCITOJIb3OBAHUE ITUTATEJIBbHBIX
CMECEN

6.1. Buapl nuTaTeIbHBIX cMeceil

CyllecTBYeT HECKOJbKO BUIOB aJanTHPOBAHHBIX MOJOYHBIX CMeceii
ILIS1 IeTeid mepBoro roaa xkusHu (puc. 1):
— IIJISI IeTeM TIePBhIX S—6 MECSIIEB XXKU3HU — «HAYaJIbHBIC» , MJIM «CTap-
TOBBIE», CMECH;
— IUISI IeTei BTOPOTO MOJYTOAMS KU3HU — «ITOCJICAYIOIIE» CMECH;
— cMecu oT «0 10 12 mecsiieB» MOTyT MPUMEHSIThCSI Ha TIPOTSKEHU U
BCETO IIePBOTO roia XKU3HU peOeHKa.

[leTcKue MonouHble
cmecmn
no 6enkosomy
KOMMOHEHTY
no Bo3spacty - CblBOPOTOYHbIE
- Ha4asnbHble - KaseuHoBble
(oT 0 #o 6 mec.)
- nocaedyrowue
(o1 6 mec. oo 1 roaa) I no coaeprkaHuto
- 0n15 demeli om 0 9o 12 ME/ GYHKUMOHANbHBIX
¥ N0 KOHCUCTEHL MM KOMMOHEHTOB
no pH - Cyxne - c gobasneHrem
- npecHble - uaKue - 6e3 nobasneHus

- KNCIOMO/104Hble

Puc.1. XapakrepucTrika COBpeMEHHBIX Al TUPOBAHHBIX MOJIOYHBIX CMeceit
(HauuonanbHast mporpamMma o onTMMU3alyi BCKapMJIMBaHUS IETei MepBoro
roja xu3Hu B Poccuiickoit @enepaunu, 2008)

Bribop cmecu mjist BcKapMIMBaHUS peGeHKa IMEepBOro rofa >KU3HU
Ha MaJUTMaTUBHON TepaIyu IMOJTHOCTBIO OTHOCUTCS K KOMIIETEHLIMY Bpa-
ya-neauarpa. Ilpu eévibope cmecu yIUTHIBAIOTCS Clieaytoliue (pakTophl:

Cmenenv adanmuposanHocmy CMECH, TO €CTb HNPUOJIMKEHHOCTU €
COCTaBa K IpyTHOMY KEHCKOMY MOJIOKY. YeM MeHbliIe Bo3pacT pebeHKa,
TeM B OOJIbIICH CTEIIEHW OH HYXIAeTCS B MAKCUMAJIbHO aJalTUPOBaH-
HBIX CMECSIX. DTO «CTapTOBbIC», WJIN «Ha4YalbHbIE», CMECH, MpeaHa3Ha-
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YeHHBIE IS AeTeii B Bo3pacte oT 0 10 5—6 MecsaieB xku3Hu. B mepBoM 1mo-
JIYTOJWHU KU3HU MOXHO MCITOIh30BaTh cMecH «oT 0 10 12 Mec.», a ¢ 5—6
MeCSIIEB Ha3HAYAIOTCS «ITOCJIENYIOLIE» CMECH.

DyHKYUOHANBHOE COCMOsHUE JHceay0oHHO-Kuuleuno2o mpakma (TIpy Ha-
PYILIEHUHU MPOIECCOB KUIIEYHOTO BCACHIBAaHMSI BO3MOXHO Ha3HAUYCHUE
JIeYeOHBIX CIEMATU3MPOBAHHBIX CMECEH 11 SHTEPaIbHOTO IMUTaHUs).

Huoueudyanvhas nepenocumocms cmecu. B peanbHOl TieauaTpuye-
CKOI ITpaKTHKe IIePBOHAYAIbHBIN BEHIOOP CMECH 3aTeM 00513aTeJIbHO KOP-
PEKTUPYETCST B 3aBUCMMOCTH OT TOTO, KaK peOCHOK MEePeHOCUT Ha3Ha-
YEHHYIO CMeCh (BO3MOXHEBI CPBITMBAHMSI, PBOTA, CHIIlb, OTKA3 OT IIUIIIN,
METEeOpU3M) U KaK OH BbIOMpPAET CMECH 110 CBOEMY BKYCY.

Cnenuaan3upoBaHHbIE CMECH LISl SHTEPAJIbHOTO MUTAHUS 10 pa3aessi-
I0TCS Ha:

— cmaHdapmuble — TIOJVMMEpPHBIe, Ha OCHOBE MOJIOYHBIX OEJIKOB —
KazeMHa u/Wiu Oejika MOJOYHOI ChIBOpoTKU («Pecypc Onrtumym»,
«Kmmnuytpen HOnanop», «M3ocypec Cranmapt», «Pecypc 2.0+®daiibep»,
«Hytpuson», «Hyrpuzon Dueprus», «HyrprzoH DHeprust ¢ MUIIEBbIMU
BoJIOKHamMu», «Hytpuapunk», «Hytpuzon DasaHct Hyrpuapusk»; «Hy-
TpUHU», «MH(baHTPUHN»);

— noayanemeHmHble — Ha OCHOBE TMAPOIM3aTOB Oenika («Andape»,
«Anpape Annepmxku», «Ilenramen», «Ilenramen FOrMOp», «Ilentamen
Ounop Dapanc», «[lenramen AD», «[lentamen DHrepain», «HyTpuzon
BOaBaHcT [TentrcopO6», «ITenTUKEnT»);

— CHeyuanbHo20 Ha3Ha4exus — UMMYHOMOIYIUpPYIOIe, MeTabo -
yecku opueHTupoBaHHbIe («MoayneH IBD», «MmnakTt Opain», « MMnakr
Durepan», «HoBacypce maber Ilmioc», «Hyrpuzon DnBanct Ana3oH»,
«@opTUKEDP»).

Ocoboe BHUMaHME cieayeT obpallaTh Ha 603pacmHuble 0epaHu4e s B
MPUMEHEHUM CMeceil JJIsl SHTEePaJIbHOIO MUTaHUS, TaK KaK OOJIbIIMH-
CTBO 13 HUX IIPUMEHSIIOTCS IUISL IeTel cTaplie OJHOTO roaa xXu3Hu. Kpo-
M€ TOTO, CMECH JIJII SHTEPaIbHOTO MUTAHUS C IMIPAaKTUIECKON TOUKHU 3pe-
HUS TTOAPA3ACISIOTCS B COOMBEeMCMaUY ¢ UX KOHCUCmeHyuell Ha:

— cyxue («Pecypc Ontumym» — 1011 ieTeli crapiie 7 aeT, « KimmHyTpeH
KOHuop» — nis nereit ot 1 roga no 10 yet, «Andape» — ¢ poxaeHUs,
«Andape AltepIkn» — ¢ poxXaeHUd, «Ailape AMIHO» — C POXIECHHUS,
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«Ilentamen» — ma geteit crapiie 10 net, «[lentamen KOHnop» — s
nereii ot 1 roma go 10, «[lentukeiit» — mst geteit ot 0 mo 12 MecsiieB);

— arcuokue («<Mmmaxkt Opan» — ¢ 7-1eTHero Bo3pacrta, «mmnakT DH-
Tepajl» — ¢ 3-JIeTHero Bo3pacTta, «[lenrameH DHTepan» — I OeTei
crapmie 1 roga, «Ilenramen AD» — mis meteit crapiie 3 yer, «Ilemra-
MeH lOHuop DaBaHc» — ma geteid crapue 1 roma, «Pecype 2,0+®aii-
Oep» — ¢ 3-neTHero Bo3pacta, «M3ocypc Crangapt» — 1Jis1 AeTelt crapiie
3 gnert, «M3ocypc DHepmxku Paitbep» — mig nereit crapiue 3 jet, «Hy-
TpU30H» — IS neTeit crapiie 1 roga, «Hyrpuzon DHeprusi» — mis ae-
Teil ctapiie 1 roma, «HyTpu3oH sHeprus ¢ MUIIEBbIMUA BOJOKHAMM» —
s aeteit crapiie 1 rona, «Hyrpuszon DaBaHct [lentrucop6» — ais geteit
crapiue 6 er, «Hyrpunpuuk» — s nereii crapiie 3 ner, «Hyrpunu» —
I1s1 geteid ot 1 roma go 6 et wim mis nereit Becom 1o 20 kr, «HyrpuHn
DHeprusi» — Ui AeTeit oT 1 roga a0 6 aeT uiau 1is aeteit Becom no 20 Kr,
«HyTpuHM ¢ UIEBBIMU BOJJOKHAMU» — Il geTeit oT 1 roga mo 6 jer
wuau 111 neteii Becom 10 20 Kr, « HyTpuHUAPUHK ¢ TTHILIEeBBIMU BOJIOKHA-
Mu» — oT 1 roga no 12 net, «MHbaTpuHu» — mis aeteit ot 0 no 18 mecs-
1IeB WJIU JJISI IeTeil BeCoM 110 9 KT).

Crrocob IIpUTOTOBJIEHMSI, a TAKXKE MCIIOJIB30BAHUS CYXMX U XKUIKUX
CcMecell HECKOJIBKO pa3IMJaroTcs.

6.2. Texnuka pa3BeneHus Cyxoii MUTATeJbHOI CMeCH

OcHamenmue:

— 0aHKa ¢ cyXoll CMeChlO IS SHTEePaJbHOTO MUTaHUs (B JaHHOI (op-
Me€ BBIITYCKAIOTCSI MHOTOUYMCICHHBIC CMECH IIJIsI SHTEPaTbHOTO KIIM-
Hudeckoro mnutaHus: «Pecypc Ontumym», «Knunyrpen HOHu-
op», «Ilentamen», «IlentameH KOHuop», «IlenTukeiT», «Andape»
up.);

— 4ucTasg NUuTheBas Bonaa (OyTUIMPOBAHHAS WIM TIPEIBAPUTEIbHO KM~
IsTYeHasT U OXJIaKIeHHAs );

— YuycTasd Iocyna WIM €MKOCTh UISl IMPUTOTOBJEHUs cMecell (kena-
TeJIbHO rpagyrupoBaHHasl);

— MepHasl JJOXXKa 13 YIIaKOBKU C TUTaHUEM;

— YuCTas JIOXKKa IS TIepeMellMBaHus CMECH;
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— eMKOCThb UIsI KOpMJIEHMST (€C/IM MUTaHuEe Pa3BOAMTCS HEIOCpem-
CTBEHHO IIepe] KOpMJIEHEeM) JTU00 eMKOCTb IJIsI XpaHeHUsT (eciu
MMUTaHUEe Pa3BOIMTCS 3apaHee).

BoinosHeHnue npoueaypbl:

1. BeiMoiiTe pyku.

2. Wcnonb3yst Tabauily no3upoBaHus (CM. Ha OaHKe), oIpeaenTe
HEo0XoIMMOe KOJIMIECTBO BOIBI I CYXOil CMECH.

3. OTMepbTe pacCUMTAaHHOE KOJMYECTBO BOMABI U HaJEHTE B UYUCTYIO
MOCYIY WJIM eMKOCTh (YIOOHEe, €CJIM OHA ITPOTrpaayrupoBaHa B MUJLUIAIIM -
Tpax).

4. OTMepbTe pacCuMTaHHOE KOJMUYECTBO CYXOil CMECH, UCTOIb3ys
IIJISI 5TOTO MEPHYIO JIOXKKY, TIpHIaraeMylo K OaHKe C ITUTaHUEM.

5. J1o6GaBbTe CyXyl0 CMECh B BOIY U TIIATEAbHO IepeMellaiiTe Ipyrom
JIOKKOM 10 TIOJTyYEHUSI OTHOPOMIHOM KMUIKOCTH 03 KOMOYKOB.

6. I'otoBy10 cMech JIMOO UCITONB3YHTE HEMEIJIEHHO, JIMO0 XpaHUTE
B XOJIONWJIbHMKE, HO He OoJiee 24 yacoB (3TO MeHee XXeJlaTeIbHbIN Bapu-
aHT, YeM IIPUTOTOBJICHUE CMECH HETIOCPEACTBEHHO Mepel KOPMICHUEM).

7. Ecnv BbIOpaH BapHAHT ¢ HeMe/IJIeHHbIM BBEJIeHHEM CMeCH, TO OTKPOii-
Te KPBIIIKY EMKOCTH IJISI KOPMJICHUSI, HE KacasiCh BHYTPEHHE! CTOPOHBI
KpbIky. HaeiiTe roToBylo cMech B €MKOCTD ISl KOPMJIEHHS 11 BBEIWTE
NUTaHNE HEMEIJIEHHO TeM CITOCOOO0M, KOTOPBIii Ha3HaueH BpayoM. Em-
KOCTb JIJISI HETIPEPBIBHOTO KaIleJIbHOTO KOPMJICHUST Yepe3 Ha30racTpaib-
HbI 30HA MOXET ObITh MOMABEIIEHA Ha IITaTUBE MPU KOMHATHON TeM-
nepaTtype Ha cpok He OoJjiee 4 yacoB. IIpexe yueM 3aroJIHUTh €eMKOCTh
HOBOI1 TTIOpIIMEl MATAHWS, BBIMOMTE 1 3aTEM OTIOJIOCHUTE €€ UMCTOM (He
BOJOMPOBOAHOIT) BOIOIA.

8. Eciin BEIOpaH BapuaHT ¢ XpaHEeHHEM CMECH B XOJIOIMIbHUKE, TO I1e-
pesieliTe pa3BeAeHHYIO CMECh B YUCTYIO €MKOCTb JIJIsI XpaHEHUsI, 3aKpOii-
T€ KPbILIKOW (IMpoOKOil) M HaKJIEWTe S3TUKETKY C yKa3aHueM (paMuainu
00JIbHOIO, 1aTO M BpeMEHEM MPUTOTOBJICHHS (€CJIM SHTEpaIbHOE ITUTA-
HUeE TIPOBOIUTCS B OOJIBHUUHBIX YCIOBUSIX).

9. PacreyaraHHble OaHKHM C CyXOil CMECHIO CIIEAyeT XpPaHWUTb B CYy-
XOM MPOXJIaTHOM MecTe. Kaskmblil pa3 mociie UCIToJIb30BaHUs HEOOXOIM -
MO IIIOTHO 3aKpHBIBaTh KPBIIIKY. MepHast JI0XKKa, K pydKe KOTOPOIi yxKe
MpUKaCaarCh, HE JOJDKHA XPAaHUTHCS BHYTPU OAHKU C CYXUM ITMTaHUEM.
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HcnonwayiiTe cogepxumoe 6aHKU B TeueHue 4 Henenb. He ncnons3yiite
MUTaHME TTOC]Ie UCTEYEHUST CPOKA XpaHEHMUSI.

6.3. Texnuka BBeJeHHS XKMIKNX cMeceil (B 0aHKaX WM NaKeTax)

OcHamenmue:

— 3KMIKOE NMUTaHKE B TOTOBOM YITAKOBKE;
— eMKOCTb JUISI KOPMJICHHUSI.

BoinosHeHue npoueaypbl:

1. BeiMoiiTe pyKu.

2. B3bonraiite comep:kuMoe 0aHKM IJIST TIEPEMEITNBAHUST CONEPIKU-
MOTO.

3. [Ipexae yeM OTKPBITH 0aHKY, OTIOJIOCHUTE €€ KPBIIIKY C Hapy>KHOMU
CTOPOHEI TOpstueil Bomoii. IMeoTcsl peKOMEHIALWK IPOTUPATh KPBILIKY
0aHKM CITUPTOM, TIepel TeM KaK BCKPHIBATh ¢e.

4. OTKpoIiTe KPhIIIKY €eMKOCTH IS KOPMJIEHUsI, HE KacasiCh €€ BHY-
TPEHHEI CTOPOHBI.

5. BouneiiTe cogepxuMoe 0aHKU B EMKOCTb JJ1s1 KopMiieHuUs. Hakuneri-
Te STUKETKY € YKa3aHueM (paMIWINU OOJIbHOTO, HaTOil Y BpeMEHEM IIpU-
TOTOBJICHUSI.

6. BBenute nmuranue HememaeHHo. Ecam manmeHT mojyyaeT Hempe-
PBIBHOE KarleJIbHOE BBEICHIE CMECH Yepe3 Ha30racTPaIbHBII 30HI, TO €M-
KOCTb JUISI KOPMJIEHUST TIPU KOMHATHOI TeMIIepaType MOXET ObITh MOIBE-
11IeHa Ha cpoK He 0oJiee 4 yacos. IIpexae yueM 3aroHUTh eMKOCTb HOBOM
TMopuKeil TMTaHWs, OTIOJIOCHUTE €€ YMCTOU (He BOTOIIPOBOIHOI) BOIOM.

7. OTKpBITbIE OaHKM C HEUCIIOJb30BAaHHBIM ITMTAHMEM 3aKpOITE
KPHIIIKOM, TIPOMapKUPYHUTe W XpaHUTE B XOJomwIbHUKe. Ha aTnkeTKe
OTKPBITOI OaHKU ClieyeT yKa3aTh 1aTy U BpeMsl ee BCKpbITus. [lutaHue,
He HUCIT0Jb30BaHHOE B TeueHue 24 4acoB, clieAyeT BEIOPOCUTb.

8. 3ameyaTaHHbIe OaHKU XpaHUTE TIPU KOMHATHOM TeMIiepatype. He
WCITOJIb3YITE MTUTAaHKUE TTOCTIC UCTCYEHUST CPOKA XPaHEHHUSI.

6.4. Texnuka BBeJeHHsI TOTOBOTO MUTAHKS B repMETUYHOI YIIAKOBKE

OcHamenue:
— TepMETUYHBIE MEIIIKH C TOTOBBIM CTEPUILHBIM XXUIKUM ITATAHVEM;
— cuUcTeMa IUTd BBEICHUS IIUTATEILHON CMECH.
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Boinosnenue npoiueayphi:

1. BeiMmoiiTe pykm.

2. DHepruyHo B300JATANTE COAEPKUMOE OAHKU 151 TIepeMelIMBaHUS
COIEPKNMOTO.

3. HakneiiTe 3TUKETKY Ha KOHTEHHEp U CUCTeMY BBEACHUS C yKa3a-
HIeM paMUIK OOJTBHOTO, JATOM 1 BpeMeHeM, KOTIa ObLT ITOABEIIIeH Me-
IIOK C IIMTATEJIbHON CMECHIO.

4. 3aKpoiiTe pOJIMKOBBII (DMKCATOP HA CUCTEME BBEIACHMS.

5. BHOBB BbIMOIiTE pyKH.

6. OTOpBUTE SA3BIYOK C 00JIACTH, TIE PACIIOIOXKEH IMOPT, WJIK CHUMUTE
3aIIMTHBIN KoamadokK. He Kacaiitech cTep:XXKHEeBOTO MOpTa.

7. CoenuHUTE CTEPXKHEBOM MOPT MeIlKa C IMUTATeJIbHOW CMEChIO
C CCTeMOIi BBeICHUSI, IJISI UeTO:

— CHMMMTE 3alIUTHBIN KOJITIAYOK CO CTEPKHEBOTO KOHYMKA CHUCTE-
MBbI BBEICHHUSI 1 TTOPTa MEIIKA;

— BO3BMUTE CTEepKEeHb HIKE (hJIaHIIa, He KacasiCh CTePXKHS MJIA BHY-
TPpeHHEN MOBEPXHOCTHU MOPTa pyKaMu WUJIM MajibllaMU;

— BBEIUTE CTep:KEeHb B MOPT 0 TIpeeia, MPOTAIKUBas M BKPYIBast
ero. CrepxxeHb JOJIKEH IMOJIHOCThIO BOMTH B CTEPXKHEBOM MOPT (KOppeK-
TUPYITEe CBOM AEIICTBUS B COOTBETCTBUM C MHCTPYKIIEH ITPOU3BOIUTEIIS).

8. [ToBechTe MEIIOK Ha IITATUB IJIST BBEACHUS PACTBOPOB.

9. MellIoOK 1 cucTeMa BBEIEHMSI MOTYT OCTaBaThCS B TAKOM ITOJIOXKE-
HIM B TeueHne 24—48 4acoB, B COOTBETCTBUHN C YKA3aHUSIMU TTIPOU3BOIN -
tens. I1o ucredueHnn oTBEAEHHOTO BPEMEHU MEIIOK, CUCTEMY BBEIECHUS
¥ HEHCIIOIb30BaHHYIO ITUTATEIBHYIO CMECH CJIeIyeT BLIOPOCUTb.

6.5. BBenenne 30HI0BOro0 MUTAHUS

IIpoBepka npaBMILHOCTH YCTAHOBKHM 30H1a. Hanboiee HageKHBIM SIB-
JIIeTCSl PEHTIeHOJIOTMUECKUIT METO/l KOHTPOJIsI 3a MOJIOXKEeHUEM 30H/a,
OIHAKO OH IIPUMEHUM JIMIIb JIJIsI TOCITUTAIM3UPOBAHHBIX OOJbHBIX. Me-
Hee HaleXXHBIM, HO HanboJiee 9acTo MpHUMEHSIeMbIM Ha TIPAKTHUKE SIBJISI-
€TCSI METOJ ayCKYJIbTAaLlMK OPIOLIHOM MOJIOCTHU MOCJIE BBEACHUSI BO3IyXa
B 30H] (CM. OMMCaHMe YCTAHOBKM Ha30racTPaIbHOTO 30HAA).

CxkopocTh BBe/IeHHS MUTATEIbHBIX CMeCeii B HaYalie Kypca

B Hauaje Kkypca SHTepaJbHOT0 IMTUTAHUS CMECU MOXHO BBOJUTD B He-
00XOIMMOI KOHIIEHTPAIlM, HO C OCTOPOXXHOCTBIO M MaJIbIMM OObeMa-
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MU. B3pocibiM TSKEIOOOJBHBIM ITALIMEHTAM MUTAHME CHadajaa BBOMIST
B 00beMe 20—40 mi1 B yac. Y O0JIbHbBIX, HAXOASIIMXCS B CTAOUJIBHOM CO-
CTOSTHUU, KyPC 30HA0BOro nmutaHusg HaunmHalot ¢ 40—60 1 Gosiee M1 B yac.
VY neteit HayanbHasl CKOPOCTh BBEJAEHUSI SHTEPATbHBIX cMecell (MJ1/Jac)
3aBUCHUT OT MHOI'MX (paKTOPOB — Beca, poCcTa, BO3pacTa, TSKECTU COCTOSI-
HUs, BUIA TIATOJIOTMU — U MOAOMpPaEcTCsl MHINBUAYaIbHO JIeYallliM Bpa-
yoM. [locTereHHO, B 3aBUCMOCTHU OT peaKIK 00JIBLHOTO, YBEJIMUNBAIOT
00beM BBoguMoOro nutanusg Ha 10—20 mur B 4ac HECKOJIBKO pa3 B Teue-
HUe IHS, OO TeX IOp ITOoKa He OYIeT TOCTUTHYTa pacuyeTHass HEOOXoaumMast
CKOPOCTb BBEACHUS ITUTATCILHOM CMECH.

CHIKeHre PUCKA aCMpPaliH MUTATEIbHOI CMeCH Yepe3 IIOTKY

Haubosnee BaxXHBIM IIaroM Ha MYyTU K MPO(PUIAKTUKE acIMpPallin
SIBJISIETCS MIPAaBWILHOE PacIlooKeHUe KOHYMKa 30Haa. Hapsiny ¢ atum,
PUCK acTIUPAIIUA MOXHO CHU3UTH ITyTEM:

— TIOTHSATUS TOJIOBHOTO KOHIIAa KpoBaTh Ha 30—45° Ha BpeMs KOpM-
nenwus. Ilocne 6otocHOro (CTpyiHOTO) BBEIEHMST TTMTATEIbHOM CMeCU
KpOBaTh CJIeIyeT OCTABUThL B TAKOM MOJIOXKeHUH ele Ha 30—60 MUHYyT;

— HCTIOJIb30BAaHUSI 110 BO3MOXHOCTH MPEPHIBUCTOIO UM HETIPEPhIB-
HOTO KaIleJIbHOTO peXrMa BBEICHMS CMECH B3aMeH OOJIIOCHOTO (CTpyii-
HOTO);

— TIpUMEHEHMS CIOHAJBHOTO (TOHKOKHWIIEYHOTO) PACIOJIOXECHUS
30H/1a y O0JIbHBIX, CKIIOHHBIX K acriupanuu. JaHHas mpoduiakTruka Bo3-
MOXHa B OCHOBHOM JIJIsSI TOCTIMTAJIM3UPOBAHHBIX OOJIbHbIX.

KoHTpoanb conep:KumMoro xeryaka

Hannuue Xeaymo4Horo coaep:KMMoro B BEpXHUX €0 OTIeaX yKa3bl-
BaeT Ha 3aMeJJyIEHHE CKOPOCTH €Tr0 OIOPOXKHEHUS 1 Ha MOBHILICHUE PU-
CKa acIupaluy nuTaTeJbHoM cMec. CKOpPOCTh BBEICHUST ITUTATEIBHOM
CMeCH Yepe3 30H]I B XKEeIYIOK CIIeAyeT yBeJIMYMBATh TOJIBKO TOra, KOraa
00BEM COOEPKMMOTO XKeJIyIKa y B3pOCJIOro IalueHTa OyIeT COCTaBIsATh
meHee 150—200 mut. TIpocBeT HEOONBIINX IO AUAMETPY T'MOKMX 30HIOB
MOXKET CITafaThCs MPY OTCACBIBAHWM IIIIPULIEM COIEPKMUMOTO KEIYIKa.
MHbexiys Bo3ayxa B 30H]I IIepell OTCACBIBAHUEM XKeJTyI0YHOIO COACPKM -
MOTO ITO3BOJISIET COXPAaHUTh IIPOCBET 30HAa HE CIIABIINMCSI, @ OTKPBITHIM.

Bpems noaBecku nuTaTesibHON CMeCH

[MoarorosneHHbIE A1 BBEACHWS NMALIMEHTY NTUTATEIbHbIE CMECU MO-
TYT HaXOOUTHCS TIPU KOMHATHOM TeMIlepaType B TeUCHUE JUIIb HEeIO-
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roro (OrpaHMYEeHHOTO) BPEMEHM, TTOCKOILKY OHM MOABEPKEHBI 0aKTe-
pUAIbHOMY 3arpsI3HEHUIO M MOTYT OBITh ITOTEHIIMAIbHBIM UCTOUHUKOM
KeJTyITOUHO-KAIIeYHBIX MH(peKnit. HecMoTpst Ha TO 4TO TIpW M3rOTOB-
JIEHUM cMecell B MPOMBILIEHHBIX YCIOBUSX OOecreuynBaeTcs UX CTe-
PWILHOCTH TIpN pacdacoBKe, BCe K€ CYIIECTBYET 3HAUMUTEIbLHBIN PUCK
HX TIOCJIEIYIONIETO 3arpsI3HEHUSI MUKPOOPTaHU3MAaMHU A0 OMACHBIX YPOB-
Hel, mocJie TOro Kak yrnakoBKa CO CMEChIO OyIeT BCKPbITA, B pe3yjbTaTe:

— KOHTaKTa CMeCH C MMOCTOPOHHUMM TIpeaMeTaMiu (pyKaMu T1epco-
Hajla, TI0CYI0li) B X0OJ€ €€ IMPUTOTOBJICHUS W BBEICHUSI;

— JIJTATETLHOTO XpaHEeHUS TIPY KOMHATHOM TeMIIepaType;

— MOBTOPHOTO MCMOJB30BAHUST EMKOCTE! UM CUCTEM JIJIsl BBEICHUS
CMecCel;

— H00aBJIEeHUSI B CMECh HECTEPUIILHBIX KOMIIOHEHTOB — KMIKOCTEH
IUTSL pa3BeeHUs, MATATETbHBIX BEIECTB VITH JIEKAPCTB.

Bpems nmonBeckn cMecu TIpy KOMHATHOM TeMIiepaType YKa3bIBacTCs
Ha yrakoBKe npou3BoauTtesieM. Kak rpaBujio, muTaHue, MIPpUroTOBJAEHHOE
IyTeM pa3BelieHUs CYXOil CMeCH BOJOIN, MOXKET HaXOAUTHCI B MOJIBECKE
He Oosiee 4 yacoB, XXKUIKOE MUTaHUE U3 OaHOK — B TeueHue 8—12 yacos,
roTOBOE MUTAHUE B FepMETUUYHOM yMakoBKe — B TeyeHue 24—48 yacos.
I'oToBOE MMTaHME B TepMETUIHON YITAKOBKE MMEET PSII TPEUMYIIIECTB Tie-
pen apyrumMu hopMaMy MATATEIbHBIX CMECEi IJTsI 30HA0BOTO ITUTAHUSI:

— B TepPMETUYHBIN MEIIOK C TTMTATETbHOM CMeChI0 HEeT TOCTyITa BO3-
Jyxa. DTO O3HAYaeT, YTO MPU MOCTYIJICHUM CMECU U3 MelllKa B Ha3ora-
CTPaJIbHBIN 30HI BO3AYX B MEIIOK He TTomnagaeT. B ¢BI3M ¢ 3TUM pe3Ko
CHIIXAETCS BEPOSITHOCTD 3arpsiI3HEHUSI MATATEILHON CMEC MUKPOOaMU,
HaXONSIIMMUCS B BO3IYXE;

— TIMTaTeJIbHAS CMECh, BBITTyCKaeMasl B TepPMETUYHON YIIaKOBKe, SIB-
JISIeTCSl CTEPUJIBHOM U He MoJaBepKeHa AEHCTBUI0O MUKPOOOB U3 OKpYyXKa-
IOIIEi Cpebl, eClIV TIPUCOEeINHEHNEe MeIlTKa K CUCTeMe BBEASHUS TIPO-
M3BOAUTCSI B TOUHOM COOTBETCTBUU C MHCTPYKLMSIMU. [ToaToMy Menok
CO CMECBIO MOXEeT HaXOIUTHCS TTPU KOMHATHOM TeMIlepaType B TedeHHe
24—48 4yacoB mocje MOACOeTMHEHUS, YTO OOJIeT4aeT TPYH MENCECTPhI
¥ YMEHbBIIIAET 00bEM OTXOHOB;

— TOTOBOE TTMTaHNE B TePMETUIHON YITaKOBKe BBIITYCKAETCS C pa3-
HBIM 00BEMOM CMECH, UTO TTO3BOJISIET YAOBIETBOPUTH TOTPEOHOCTU O0JTb-
HBIX B IIMPOKOM JHAaITa30He.
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BBenenue JekapcTB yepe3 HA30racTPAIbHbIN 30HT

1. Kaxnplii pa3 nepea BBEASHUEM JeKapcTBa U IOCJIe HETO CIenyeT
IIPOMBIBATh Ha30TacCTPaIbHBIN 30H BO M30€KaHWE €ro 3aCOPEHMSI.

2. Cnenyet n3beraTb CMEIIMBAaHUSI JIEKAPCTBA C IIMTAaTEIbHOM CMEChIO
HEIOCPEACTBEHHO B €MKOCTHU JJIS1 KOPMJIEHUS. DTO MOXKET UBMEHUTD Te-
paneBTUYeCcKUil 3(PPEKT JIeKapCTBa 13-3a JIEKapCTBEHHO-ITUIIEBBIX B3a-
MMOJICHCTBUIA, a TaKKe HapyUIUTh OJHOPOAHYIO XXKUIAKYIO KOHCUCTEH-
LU0 TTUTATeIbHOM CMeCcH (CTYCTKU, OCAaioK) M MPUBECTU K 3aKyIOpPKe
MpocBeTa 30Ha.

3. IIpn BO3MOXHOCTHM MCITOJIB3YWUTE KUIKNE JIeKapCTBEHHbIE (Pop-
MBI IIJI1 BBeOECHUS Yepe3 Ha30TacTpajibHBINA 30HM (OTmaBas IIPEAIIoUTe-
HUE cupornaM, KaruisiM, IUITYYUM pacTBOPMMbBIM TabJieTKaM, pacTBOPU-
MBbIM IFpaHyJaM).

4. T1pu 30HIOBOM TIPUMEHEHUH JIEKAPCTB B TBEPIOH (popMe UX clie-
JyeT TIIATeJIbHO M3MeJIbYaTh, MOCKOJIbKY KPYIHbIC YaCTUILI MOTYT Iie-
PEKPHITh IIPOCBET 30HA0B HEOOIBIIIOTO AMaMeTpa (IIoCIeaHIe 0COOCHHO
4acTO UCIOJIb3YIOTCS Y IeTel paHHETro Bo3pacTa).

5. He u3menbuaiiTe mpemaparsl, BAMSIONIME Ha IHIIeBapeHue (Ha-
npuMep, GepMeHTHBIE MpernapaThl IOIKEIyTI0YHOMN Xele3bl), TOCKOIb-
Ky TIpM U3MEJIbYCHUM OHU TEPSIOT aKTMBHOCTb WJIM BBI3BIBAIOT pac-
crporictBo KKT.

6. He n3mMenpyaiite mpemnaparhbl, MOKPLITEIE O00JIOYKOM, MTOCKOJIBKY
0CBOOOAMBIIIEECS JIEKAPCTBO MOXKET BBI3BATh pa3dpaxkKeHHUE CIM3UCTOM
KeJTyaKa.
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7.1. Iluranue aereii, pOAUBIIMXCS NPeXKAEBPEMEHHO
(HeIOHOIIEHHBIX JeTei)

Ilepexon Ha HOBBIE KPUTEPUU KUBOPOXKIACHUS U YAydllleHUE HEO-
HaTaJIbHOM peaHMMAIlMOHHOM ITOMOIIM B MOCJIEIHNE TOAbI IO3BOJISIOT
BBDKMBATh OOJIbIIIEMY KOJMYECTBY HEIOHOIIEHHBIX MJjaaeHIeB. Bmo-
CJICICTBUM HEKOTOPBIE M3 3TUX HOBOPOXICHHBIX IJIMTEIHLHO HYXKIAIOT-
¢ B MaJNIMATUBHONM MeIMUMHCKON momornu. Cpenu HUX Ipeobriana-
IOT JIEeTH, POKACHHbIE C 3KCTpeMaJlbHO HM3KOI Maccoii Teaa (DHMT)
1 CONYTCTBYIOIIMMM IMArHO3aMMU: TsKesas OpOHXOJIETOYHAsl AMCILIA-
3us (BJIJ1), BHYTpUKETyT0YKOBbIE KpOBOM3NIUSIHUS [V cTeneHu ¢ ucxo-
IIOM B OKKJTIO3MOHHYIO THIpoLealInio, TsoKelast (hopMa THITOKCHIeCKI -
UIIeMUYeCcKOoil sHIledasonaTuu (B TOM 4YHUCAE MNEPUBEHTPUKYJISIPHAS
JIeikomansuus), HeorepadeaIbHbIe BPOXKAEHHBIE TOPOKYU PA3BUTHSL.

[lepeBon Ha MaIMaTUBHBIE MEPOIIPUSATUS JAHHOM KaTerOpUU JeTei
SIBJISIETCS pe3yJbTaTOM: 1) pa3HOOOpPa3HBIX OCTOXHEHUN X BPOXKIEHHOMU
MaTOJIOTUH; 2) TIOBPEXISHNUI, MOJIydeHHBIX B IIPOIIECCE POMIOB; a TaK-
Ke 3) MOoC/enyrolero MHOTO3TalTHOTO CTAallMOHAPHOIO BbIXaxKMBaHUS
(BJIL, cunaApOM KOPOTKOM KUIIKK, BTOPOU—TPETUIA STAIlbl KapAUOXU-
pyprudeckux ormepanuit). OcCoOeHHOCTBIO MepHoJa HOBOPOKIESHHOCTH
y TaKUX AeTel SBISETCS 3HAUUTEIbHAS HEOMPEIEIEHHOCTh UX ITPOrHO3A.
[TockonbKy B Ieprone HOBOPOXICHHOCTH TPYIHO CYAUTh 00 MCTUHHOM
peadJIMTAalMOHHOM MOTEHIIMaJle TaKMX MallMEHTOB, TO U OTHO3HAYHOE
oIpeeIeHNE ITOKA3aHWI K MaJUIMaTUBHON MEIUIIMHCKOM TTOMOIIM IS
HUX MOXET BBI3bIBaTh OOJIBbIIINE CA0XHOCTU. HeMHOrounciaeHHbIe oTe-
YeCTBEHHbIE CAY>KObI MA/UIMATUBHOMU MTOMOIIU AETSIM B TeUEHUE MOCTE -
HUX JBYX JIeT HaYaJIM aHAIMTUYECKU OLICHMBATh U IIBITaThCSl BHEAPSITH
YCHEUIHbIA MeXIyHAPOAHBINA OMBIT OpraHU3alMy IepuHaTaJIbHOU 1 He-
OHATAJIbHOM MaJUIMaTUBHON momolu. JlaHHOe HallpaBlieHue B MH(Ppa-
CTPYKTYpe POCCUMCKON MayTMaTUBHON MOMOIIM JETSIM €Ille MPEeICTOUT
MHTEHCHUBHO pa3BUBaTh, BKIIOYAs CIIEIUAIM3MPOBAHHBIC TEXHOJOTMU
HYTPUTHUBHOM MOIAEPXKKU MHKYpaOeIbHBIX HOBOPOXKIEHHBIX.
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B ¢BsI31 € TSKECTBIO COCTOSIHUS TAKKX JIETei, a TAaKKe ¢ y4eTOM [IIy0o-
KOI HE3peJIOCTU MUILEBAPUTETBHOM CUCTEMBI U COITYTCTBYIOILLIMX ITOPOKOB
Pa3BUTHS MX ITUTAHUE OTHOCUTCS K HAanboJIee CIIOXKHBIM pa3ieiaM Majlln-
aTUBHOM NeauaTpuu. [JIyOOKO HelOHOIIEHHbIE HOBOPOXIECHHbIE O0bIY-
HO BCKapMJIMBAIOTCs dyepe3 30H. I1lnTanue yepe3 30HI MOXKET OBITh ITOP-
LIMOHHBIM WIHN JJTATEbHBIM (TIpY MOMOIIN IITPHULIEBOM ITOMIIBI) (pHC. 2).
[Tpu mopIIMOHHOM IMTAHWUH, B 3aBUCUMOCTH OT €0 IIEPEHOCUMOCTH, Ya-
cToTa KopmieHuii coctannseT 7—10 pa3 B CyTKU. YUUTHIBast O4eHb MaJIeHb-
K1it 00beM XKeJlyaKa, ITyO00KO HeIOHOIIIEHHBIE ISTH IIPYU JaHHOM CITOCOo0e
KOPMJICHHS TIOJTy4al0T HeOCTATOYHOE KOJIMYECTBO HYTPUEHTOB, OCOOEH-
HO B paHHEM HEOHATaJbHOM IepUOJe, YTO JUKTYEeT HEOOXOAUMOCTD J0-
MOJIHUTEIIFHOTO MapeHTePaTbHOTO BBEICHMS ITUTATEIbHBIX BEILIECTB.

/ MonHoe napeHTepanbHoe NUTaHUe +
| «Tpoduryeckoe» NuTaHue
Maccatena
meHee 1000 r YacTuuHoe napeHTepanbHoe NUTaHue +

ANnTeNnbHan 30HA0BasA MHbY3MA
/ YactuuHoe napeHTepasnbHOE NUTaHue +
E ANUTENbHAA 30HA0BaA NHY3NA
Macca tena
1001 -1500r

[nvuTenbHan 30HA0Bas MHOY3MA |
/l [avtenbHan 30H408asA MHY3Ma |

I'Iopu,MOHHoe nuTaHue: 30H40BOE U/nnn
13 BYTbIIOYKM

Macca rena
1501 -2000r

| KopmneHue rpyabto, ZOKOPM U3 ByTbINOUKM |

Macca Tena
2001 -2500r /| KopmneHue rpyabto, [OKOPM M3 6yTbIIOUKM |
—

KopmneHnue rpyapto

Puc. 2. Crioco6bl 1 METOIBI BCKAPMJIMBAHKS HEJAOHOIIEHHBIX JIETEN B 3aBUCMMOCTHI
oT Macchl Tena (HaumoHaabHas TporpaMMa 1o OoNTUMU3alii BCKapMIMBaHUS
JeTelt mepBoro rojaa xkusHu B Poccuiickoit @eneparmn, 2008)

JnuTtenpHOEe 30HAOBOE MUTAHKWE MTPOBOJUTCS C MTOMOIIBIO IITTPULIE-
BbIX MH(PY3MOHHBIX HacocoB. CyIleCTBYIOT pa3iMuHble CXEMBbI ITPOBEC-
HUS IJIUTEbHOM MHDY3um (Tabdm. 1).
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Tabmna 1
CxeMbl NpoBeIeHNs JTUTEIbHON 30H10BOI HH()Y3HH IPYTHOTO MOJIOKA
WM MOJIOYHOM CMeCH

(HammonasbHast mporpamMma 1o ornTHMHM3allui BCKapMIIMBAHUS IETel IIepBOTro
roaa xu3Hu B Poccuiickoit @enepannu, 2008)

Kpyrinocyrounoe TpexuacoBbie JIByxuacoBbie
HEMpepbIBHOE BBeleHUE | MHQY3UU C YaCOBBIMU | MH(GY3UU C TAKUMU XKe
C TIOCTOSTHHOM CKOPOCTBIO TepepbIBaMU repepbiBaMu
6—9 Jac. 6—8 vac.
10—13 yac. 10—12 yac.
14—17 yac. 14—16 yac.
bes nepepriBa 18—21 yac. 18—20 yac.
22—01 yac. 22—24 yac.
5-4acoBO HOYHOU 6-4acoBO¥ HOUHOI
TepephIB TepepbiB

[lepBoHavanbHasE CKOPOCTh BBEIACHMS MOJIOKA MOXKET COCTaBIISITh
1,5—3 mia/kr B yac. IlocTeneHHO CKOPOCTh YBEIMYMBAETCSI, HOCTUIasI
7—9 MII/KT B 9ac K 6—7-M cyTKaM KU3HMU.

Ecnu tsokecTh cocTosiHUS peOeHKa HE TT03BOJISIET ITPOBOAUTD SHTEPalb-
HOe MUTaHKWe, TO Ha3HAYyaeTcsl MapeHTepaJbHOE BBEICHUE MUTATEIbHBIX
BemiecTB. IloHOe MapeHTepanbHOE IMUTAHWE HAa3HAYACTCS OCTSIM, Haxo-
JSIIUMCS B OYEHb TSKEJIOM COCTOSIHUM, HO Jaxke B 3TUX CIyJasix mapai-
JIEJIbHO C TTapeHTepabHBIM IIPOBOAUTCS «TPOPUIECKOe» (MUHUMAIbHOE)
SHTepanbHOe MTaHue. OHO HEOOXOIMMO JIJIST IPEeIOTBpAILeHUS aTpOhUr
CJIM3UCTON KUIIIEYHUKA W 3aCTOMHBIX SIBJICHUI B KEJIyIOYHO-KUIIEYHOM
TpakTe. MUHMMAJIbHOE SHTepaIbHOE MMTAaHNE JOJDKHO HAUMHATHCS B TIeP-
Bble 12—48 yacoB noce poxxaeHus pedbeHka. [lepBoHavyanbHbI 00bEM MU~
TaHUSI COCTaBJIsIeT He Oojiee 10 MJI/KT/CyT M yBEeIMUMBAETCS ITOCTETICHHO.
MemieHHOe MPOIOKUTEIbHOE BBEIEHUE KEHCKOT0 MOJIOKA IPU ITOMOIIMU
MH(Y3MOHHBIX HACOCOB 00JIce CTUMYJIMPYET IMePUCTATTBTUKY KUIIICYHNKA,
yeM n1poOHoe KopmieHue. C Ipyroil CTOpOHBI, IIPU IJIATEILHOM CIIOCO-
Oe BBeIeHMSI 1A MeAJIEHHee 9BaKynpyeTCs U3 XKeTyKa 1 HEOOXOAMMBbIiA
TOJTHBIM CYTOYHBII 00BEM SHTEPATBHOTO IMUTAHMS OYyIeT JOCTUTHYT B AM-
HaMMKe yepe3 OoJbIlee BpeMsl, YeM MPH IPOOHOM KOPMJICHUU.

INoka3zaHusI K MCKYCCTBEHHOMY BCKAapMJIMBAHUIO HEIOHOIIEHHBIX:
MOJIHOE OTCYTCTBHUE MO0 HEIMePEeHOCUMOCTh MAaTEPUHCKOI0/IOHOPCKO-
To MOJIOKA, BPOXIEHHBIC HapylleHUs MeTabou3Ma, ps 3adoieBaHU

56



7. MUTAHUE OCOBbIX KATETOPUM TETEVN HA MAJUTMATUBHOW TEPATIUU

MaTtepu. B MCKyCCTBEHHOM NUTAaHUM AETEN, POAMBILIMXCS PAHbLIE CPOKA,
JOJKHBI UCIOJIb30BaThCsl TOJBKO CHELMaIM3UPOBaHHBIE CMECU, TIpe-
Ha3HAYEHHbIC [J1 BCKAPMJIMBAHUS HEIOHOLICHHBIX AETEH, MUTATENb-
Hasl LEHHOCTb KOTOPBIX IOBBILIEHA 10 CPABHEHUIO CO CTaHIAPTHBIMU
ananTUPOBAaHHBIMMU MPOAYKTAMHU U COOTBETCTBYET peKOMeHaalusiM EB-
porieiickoro o0lecTBa JeTCKO TaCTPOIHTEPOJIOTMHU, TEITaTOJIOT U U HY-
tpuumnonoruu (ESPGHAN) [1].

OTMeHa CIlelMaJIu3upPOBAaHHBIX ITPONYKTOB Y HEAOHOIIEHHBIX JeTei
Ha (poHe MAJTMATUBHON Tepaluu U UX MepeBoJ Ha CTaHIApTHBIE CMeCH
OCYILECTBIISIIOTCS TTocTeneHHo. IIpu HemocTaTouHOM nMprbaBKe B Macce
[JIyOOKO HEIOHOIIEHHBIX IETEN 3TU CHELMAIbHBIE CMECU B OTPAHUYEH-
HOM 00beMe JOJIKHBI MPUMEHSIThCS B COYETAHUU C OOBIYHBIMU CMECSI-
MU [IJI1 JOHOIIEHHBIX JeTell Ha MPOTSDKEHUM HECKOJIbKUX MECSIEB (0
9-MeCSTYHOTO BO3pacTa).

Ha srane HaxoXmeHus1 HEAOHOLIEHHOTO pedeHKa B OTACACHUM pea-
HUMAallMd U UHTEHCUBHOM Tepanuu IS HOBOPOXIEHHbBIX, B OTACICHUU
MaTOJIOTMM HOBOPOXIECHHBIX 1 HEAOHOILIEHHbIX AETE HEOOXOAMMO paH-
Hee HYTPUTUBHOE BMEIIATENILCTBO B BUJIE OINpenesieHNsT cyocTpaTa IuTa-
HUS U METOJAA €ro BBeACHUS, O0yYeHHUsI POAUTECH TEXHUKE KOPMJIEHUS,
dopTrdukanmy (0d6oTameHns MU HEKOTOPBIMU HYTPUEHTAMM ), TI031-
LIMOHHOM Tepanuu, NPOBEACHUIO HEKAIOPUIHOM OpaIbHOM CTUMYJISILIUUA.

7.1.1. Onpedeaenue 6o3pacma HedOHOULIEHHO20 pebeHKA

DHTepalbHOe BCKapMJIMBAHUE TPYIHBIM MOJIOKOM SIBIISIETCS «30J10-
TBHIM CTAaHIAPTOM» MUTAHUSI HEAOHOIISHHBIX JETeil JTI000ro recTaloH-
Horo Bo3pacta. OHO ITOJTHOCTBIO ONpPaBHAHHO IIPU COOTBETCTBUU (HU-
3MYECKOTO Pa3BUTUS peOeHKa ero IMOCTKOHIIENTYaJIbHOMY BO3pacTy
(ITKB — o011uii Bo3pacT HeAOHOIIEHHOTo peOeHKa B HelesIX, T.€. recTa-
LIMOHHBII BO3PacCT ILIIOC MOCTHATAIbHBIN) I CKOPPEKTUPOBAHHOMY BO3-
pacty (CKB — Bo3pacT HemoHOIIIeHHOTO pebeHKa B HEAESIX MOCTIe POXK-
JIEHUsI ¢ BBIYMTAaHWEM KOJIMUYECTBA HENe/Ib, paHee KOTOPBIX OH POIUIICS,
0 IOCTIDKEHUSI CpoKa HOHOIIEHHOW OepeMeHHOCTM — 40 Henenb).
OueHka (pU3MYeCKOro pa3BUTUs HEAOHOIIEHHBIX AeTedl 1o 50 Hemesb
ITKB npoBonutcs no rpadukam pocta Fenton [2, 3]. ITocne 50 Henenb
ITKB y pedenka paccuntbeiBaetcss CKB 1 mponzBoauTcs orieHka ¢pusznde-
CKOTro pa3BuTH. Takas olieHKa MOXKET IIPOM3BOINTHLCS JIM0O0 IO HOpMaM
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IUUISI OLIEHKM pOcCTa AeTell, TOCTYIIHBIM Ha odulLiMaibHOM calite Becemup-
HoIt opraHu3auuu 3apaBooxpaHeHus (BO3) [4], 1160 1o peruoHaabHbIM
mKajaaM (pU3NIECKOTO pa3BUTHUS (€CITM OHU UMEIOTCS ).

Ilpumepot pacuema INKB u CKB:

ITlocmxonyenmyanvhoiii 6o3pacm (IIKB): peOGEHOK, pPOIMBIIMIACS
B CPOKe recTaliiu 25 Helellb, Ha MOMEHT OCMOTpa MMeeT Bo3pacT 1 Me-
ca1 3 Henenu (7 Hedeab), YTO COOTBETCTBYET 32 HeleIsIM MOCTKOHLIETITY -
aJIbHOTO Bo3pacTa (25 Hefelb TeCTallMOHHOTO Bo3pacTa + 7 HelesIb IoCT-
HaTajabHOro Bo3pacta). [IKB=32 nenenu.

Ckoppexmuposannuiii o3pacm (CKB): peOSHOK, pOTUBIIMIACS B CPO-
Ke recraiiuu 28 Heeslb, HA MOMEHT OCMOTpa MMEET BO3pacT 6 MecslieB
(24 Henmenu), 4TO COOTBETCTBYET 3 MecsaM (12 HeaeassM) CKOPPEeKTUPO-
BaHHOTO Bo3pacTa (24 Hemenu MOCTHATaJIbHOTO Bo3pacTa — 12 Hemenb,
paHbllle KOTOPBIX OH POAWJICS IO AOCTMXEHUS cpoka recraiuu 40 He-
nenb (40 aegens — 28 Henenb = 12 Henenb)). CKB=12 nedens.

7.1.2. Buovt u cnocodvt HympumueHoil no00epicKu HeOOHOULeHHbIX
HOBOPONCOCHHBIX

[Ipu TsKEeIoM COCTOSTHMM peOeHKa, HaJIMIMU IPOTUBOIOKA3aHUI
K 9HTepaJbHOMY MUTAHUIO (OOCTPYKIIMS KETYI0UYHO-KUIIIEYHOTIO TpaK-
Ta, DKCTPEHHOE XUPYPTruyeckKoe BMEIIaTesIbCTBO, HEKPOTHU3UPYIOIINHT
SHTEPOKOJIUT, KETYI0UYHOE/KUIIIEYHOE KPOBOTEUEHME) TTPOBOIUTCS T1a-
peHTepaIbHOE BBEICHNE MMUTATEIbHBIX BEIIECTB 10 BO3MOXHOCTHU MEpe-
X0JIa Ha TIOJIHOE 3HTEpaIbHOE MUTaHWe. MaKcrMMalbHO BO3MOXKHAasI CKO-
POCTb YTUIU3AIUM YTIJIEBOAOB COCTaBsieT 12 MI/Kr/MuUH, XUpoB — 3 1/
KT/CyT, Ip 3TOM CKOpPOCTb MH(Y3UU XKUPOBOM 3MYJIBCUM HE HOJKHA
npesbiath 0,4 r/Kr/4ac.

Hapsny ¢ mapeHTepalbHBIM HEOOXOAMMO TMPOBEACHUE «Tpoduye-
CKOro» MUTaHUs B HaYaJlbHOM oO0beMe 10 MJI/KT/cyT, C IOCAEAYIOIIUM
yBEJIMYEHUEM 00beMa MMUTAHUS TIPU JOCTATOYHON €ro MePeHOCUMOCTH.
DTO TI03BOJISIET IIPEAOTBPATUTD aTPO(PUIO CIU3UCTON KUIIIEIHNKA, CHU-
JKeHUE aKTUBHOCTH MUILeBAPUTEIbHBIX (DEPMEHTOB 1 CEKPeLMU TOPMO-
HOB, CHUIKEHME TOJIEPAHTHOCTH K TOCJEAYIOIIEl THUIEBO Harpyske
U YCWINTD NMEPUCTANIbTUKY KUILIEUHUKA.

OTcyTCTBUE KOOpPAWHAIIMUA COCATEIBbHOTO pediekca C TJIOTaHUEM,
IBIXaTeabHBIe HapymeHus > 1 0amra mo mkane CuiibBepMaHa, pecIin-
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paTropHasl moaaepxkKa, YaCTUYHas HEIPOXOIMMOCTbh BEPXHUX OTAEJIOB
MUILEeBAPUTEbHOIO TPaKTa SIBSIOTCS MOKAa3aHUSIMU K BCKapMJIMBaHUIO
yepe3 30H1, IPEeNMYIIeCTBEHHO OpOracTpalbHbIN, BO N30eKaHUE TOSIB-
JICHUSI WIW yCYIyOJeHUsl pecMpaTopHbIX HapylieHuil [5]. Bo3moxkHO
HEIIpEepPhIBHOE BBEIEHNE IPYAHOIO MOJIOKA Yepe3 MH(PY3MOHHBIE HACO-
col. [Ipy KanesbHOM BBEIEHUM TPYIHOIO MOJIOKA YePEe3 IUITPULIEBOM 10-
3aTop LUIPULL JOJIKEH pa3MelllaThesl KaHwoJel BBepX Mo, yriioM 45° K ro-
PU30HTAIHLHOM IUIOCKOCTH C 1LI€JIbIO ITPEIOTBPAICHUS IIOTePU KUPOB.

30HI0BOE BBEAECHUE HYTPUEHTOB HEJOHOLICHHBIM HOBOPOXKICHHBIM
OCYIIECTBJISIETCSI B IIEPUOINIECKOM 1 HEIIPEPBIBHOM pexume. Henpepoie-
Hblll pedicum — BBEIGHUE CYTOUHOIO 00beMa SHTEPAILHOIO IMUTaHUsI O3 Tie-
pepbiBa B TeueHUe 24 yacoB. [lepuoduueckuil pexcum (KaneabHoe ésedeHue
uepes wnpuuesoll 003amop Ui 60arCcHoe eeederue) — BBEICHNE CYTOYHOTO
00beMa SHTEPATBHOTO MUTAHMSI B TeUeHUe 24-4acoBOro repuoaa, ¢ UHTep-
BaJlaMU (TpeX4acoBbIe WJIM IBYXYacOBBIC C YAaCOBBIMM II€pepbIBaMU, BO3-
MOXEH HOYHOI S5—6-4acoBoii mepepbiB). BapuaHTOM TepHOIMYECKOTO
KOPMJICHUSI SIBJISIETCST 00/4H0CHOe, KOTAA MMUTATeIbHBII CyOCTpaT MEIJICHHO
BBOJIMUTCS C TIOMOILBIO IITIPHIIA CO CKOPOCThIO, HE MpEeBBIIIAIOIEi 2 M1/
MUH, WIN «CaMOTeKOM». BO3MOXKHO IpoBeAeHUE YACTUYHOTO ITapeHTepab-
HOTO TUTaHUS, YIUTHIBAs MaJIeHbKUIT 00beM XKeltynka y nereii c DHMT.

Kopmnenue uepes eacmpo-, a30¢pazo-, eoHocmomy ITOKa3aHoO IMPU MO~
HOII HEIPOXOAMMOCTH BEPXHUX OTAEJIOB KEIYTOUYHO-KHUIIIEYHOIO TpaK-
Ta, JUIMTEILHOM 30HI0BOM MUTaHUM.

IIpy Hanuuuum cocarelbHOro pediekca, CKOOPAUHUPOBAHHOIO
C IJIOTaHWEM, OTCYTCTBMU JbIXaTeJbHBIX HAPYIIEHUI U pecIIMpaTOpHOI
MOIJAEPKKU KOPMJIEHUE MOXKET OCYILIECTBISTHCS M3 OYTBIIOUKU 4epes3
COCKy WA HETIOCPEACTBEHHO U3 Irpynu. Ecim HenoHOIIEHHBIN peOeHOK
Ha I'pYIHOM BCKapMJIMBaHUM HE MUMEET ONTUMAaJIbHBIX MPUOaBOK Mac-
cbl Testa oTHocuTesibHO [TKB 1 CKB Bo3pactoB, To HeoOxonuMma gopmu-
Gurayus (oboeauenue) epyoHoeo mMoaoka ¢ 1EbIO YIYJIIeHUS MTOKa3aTe-
Jielt GU3NYeCKOro pa3BUTUS U MPOMUIAKTUKU 1eDULIUTHBIX COCTOSIHUMA
(ocTeomneHrsI HEAOHOIIEHHBIX, paxuT). Bce HemOHOIIEHHBIE 1T C Be-
coM 1ipu poxaeHuun <1800 r JoKHBI MoaydYaTh 0OOralleHHOe TpyIHOe
moJioko [1]. @oprudukarop nomkeH coaepxarb 100% cbIBOPOTOYHBINI
YMEpPEeHHO-TUAPOJIN30BaHHbIN Oenok (Hampumep, «PreNAN HMF»,
I cTuK Ha 25 MJI MOJIOKA), KOTOPBIK JIydllle pacTBOPSIETCS B TPYAHOM
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MOJIOKE, 00ECIIeUrBaeT JerkKkoe YCBOGHME M HE OKa3bIBae€T HEraTHBHOTO
BJIUSTHUST HA He3peJible MOYKM HeloHolleHHoro. OdoraiieHue 3peaoro
TPYIHOI'O MOJIOKA PEKOMEHAYETCS ITOCe NOCTUKEHUS CYTOYHOIO O0b-
eMa sHTepajibHoro nutaHus He MmeHee 100 mi/kr. B nepBbie 1HU popTH-
¢dUKaLMKU BHOCAIT %—Y% OT peKOMEHIyeMO 103bl 0O0raTUTENSI, C MOCTE-
MEHHBIM pacllIMpeHueM Mpu nepeHocuMocTu. OOoraileHue TPyaHOTro
MOJIOKa peKOMeHayeTcs MpoBoAUTh 10 52 Heaeab ITKB ¢ yueToM HyTpU-
TUBHOTO CTaTyca pebeHKa, OIHAKO, Mo MoKa3aHusIM (Mmacca tenma < 25
nepueHTuas1 ¢ yaetom CKB), MoxXHO Mcmonb3oBaTh goJbiie. [Ipu ot-
CYTCTBUHM TPYIHOTO MOJIOKA IIPOBOMST MCKYCCTBEHHOE BCKApMIIMBAHHUE.

7.1.3. Ilompebnocmu HedoHoueHHBIX Oemell 8 NUULEBbIX
uHzpeodueHmax, 8 HCUOKOCHuU U 6 SHepeul 045 pacHemos NUMaHus

Marnblii 00beM KeTyaKa, BEIHYKIEHHOE OrpaHMYeHNe 00beMa BBO-
JUMOI XXMIKOCTH (HallpUMep, MPU BPOXIESHHBIX ITOPOKaX cepalla), Io-
BbILIEeHHBIN Kanopax (ripu BJII), oTrcraBaHMe TEeMIOB (DU3UYECKOIO
pa3BUTHUsI, BBICOKUI PUCK PA3BUTUSL OCTEONEHUM OUKTYIOT HEOOXOIM-
MOCTb MCITOJIB30BaHUSI MCKYCCTBEHHOTO BCKAPMJIMBAHUS CITeIIaJIbHBI-
MU CMECSIMH, COIepKaIllMMK MaKpO- 1 MUKPOHYTPUEHTHI B KOJIMYECTBE,
HEeoOXOAMMOM JIJIs1 HEAOHOIIEHHBIX ieTeil B Bo3pacTe 10 12 mecsueB. Pe-
KoMeHOauuu EBpormeiickoro o0IiecTBa AETCKOM TIacTPOIHTEPOJIOTHUM,
reratosiornn u Hyrpuuuonorun (ESPGHAN) patndpuumnpyioTr koanue-
cTBO I/Kr/cyT, T/100 KKaJ 6ejKa, XXupa, yIieBoA0B, a TakKKe 00beM OeJIKa
B 3aBUCHUMOCTH OT MacChl TeJia pebeHKa Ipu poxXneHnu (Tadir. 2).

Ta6mnua 2

KoJimuecTBO MAKPOHYTPUEHTOB B 3aBHCMMOCTH OT MACChI
TeJia peOeHKa npy poxaeHuu [1]

Maxkponytpu- | Macca tena menee1000 r Macca tena 1000 r-1800 r

CHTBI I/KT/CyT r/100 xkkan I/KT/cyT r/100 kxan
benox 4,0—4,5 3,6—4,1 3,5-4,0 3,2-3,6
YrieBonsl 11,6—13,2 10,5—-12 11,6—13,2 10,5—-12
Kupsbr 4,8—6,6 4,4—6,0 4,8—6,6 4,4—6,0

B 3aBHCHMMOCTH OT MaccChI Tejla KOJIMYECTBO Oejika B cyOcTpaTe mura-

HUA CHM2KACTCA.
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Ta6anua 3

IToTpedHOCTD B (eJIKe B 3aBHCMMOCTH OT MACCHI TeJIa HOBOPOXKIEHHBIX [1]

Maccartena | IlorpedbHocth | ComepxkaHue Oeslka B cyocTpaTe, obecreun-

HOBOPOXICH- B Oenke Barolee (HU3MOJOTMIECKYIO TOTPEOHOCTh
HBIX (06beM muTaHus — 160 mi1/Kr)

Menee 1000 r 4—4,5 r/xr > 2,51 /100 ma

1000—1800r 4,0-3,51/KT 2,5-2,21 /100 M

1800—2200r 3,5-3,2r/Kkr 2,2—2,0 /100 M

2200—3000r 3,2—2,51/Kr 2,0—1,6 r/100 ma

>3000r 2,2 r/Kr/cyt 1,6—1,31/ 100 ma

Hcnonp3oBanue cmeceit, cogepxaiimx 100%-Hblii CBIBOPOTOYHBII
YMEPEHHO TMAPOIM30BAHHbIN (TUIOAIJIEpreHHbIN) 6e1oK [6], crmocob-
CTBYET JIETKOMY OBbICTPOMY IIepeBapUBAHUIO, a TAKXKE JOCTYDKEHUIO HE00-
XOAMMOTO /I pocTa 00beMa CMeCH U OBICTPOMY OITOPOKHEHUIO JKETy I~
Ka. DTO CHIXKAET BEPOSITHOCTD pedIIIoKca 1 acCIupalii, MUHUMU3UPYET
BEPOSATHOCTh CTBOPAXKMBAHUS ¢ 00pa30BaHMEM IJIOTHOTO CI'YCTKa, CHU-
JKaeT PUCK MHTECTUHAJIBHON OOCTPYKIIUM, CIIOCOOCTBYET (hOpMUPOBA-
HUIO MATKOTO cTyna (Hampumep, «PreNAN Stage 0»).

Tabuanua 4

PDusnosiornyeckas HOTpeﬁHOCTl) B 2KUJIKOCTH U SHEPIruv B 3aBUCUMOCTH OT MACChI
W Bo3pacTa pedenka (mu) [1]

CyTKku Macca tena > 2000 r, ma | Macca tena < 2000 r, M1 | DHeprus,

KU3HU KKaJI/KT
1 60—70 60—90 30—40
2-3 70—90 90—120 40—50
4-5 90—120 120—140 60—70
67 120—160 140—160 80—90

Bouee 7 160—180 (135—200) 160—180 (135—200) 100—135

JeTsIM, HYXXIAIOIIMMCS B PECIIUPATOPHON MOAAEPKKE U KUCIOPO-
JIOTepaInuy, UMEIOIINM IIPU3HAKU CePACUYHO-COCYIUCTOM (XpOoHMYecKast
CepIIeYHO-COCYIUCTasl HeOCTAaTOYHOCTb) M JIbIXaTeIbHOW HEI0CTaTOu-
HoctH (TsKenass ¢popma BJIJI), He pekoMeHayeTcsT yBeaudeHne oobemMa
6osee 160 mi/Kr/cyT (B psime ciiydaeB — He 6ojee 135 mui/kr/cyrt). I[lpu
3TOM TpeOyeTcs yBenmdeHne Kajgopaxa mo 140—150 kxamn/Kr/cyT u obde-
crieyeHue noTpedHocTH B BUTamMuHe A (1o 1500 MKr/Kr/cyT).
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PacueT nuTaHusI HEAOHOILIEHHBIM IETSIM IIPOBOAUTCS KaJIOPUHHBIM

METO/IOM:
Veyr (ma) = M (kr) x X (kkaa/kr) x 100,
K (xxan/100 mur)

rne Veyr (M) — CyTOYHbIH 00beM mNUTaHUS (MOJIOKO, CMECh),
M — Mmacca Tena pedeHka (kr), X — sHepreTuueckasi IoTpeOHOCTh pedeH-
Ka (KKaJI/KT) B 3aBUCMMOCTHM OT €ro MaccChl Teja MpUu POXAeHUU, BUIa
BCKapMJIMBaHUs M (PaKTUUYECKOTO Bo3pacrta (Tadi. 4), B 3HaMeHaTee:
K — kanopuiitHocTh Mo0Ka 1160 cMecu (KKai/100 M1 mpoayKTa).

Ilpumep: Pebenok, Bo3pacT 1 Mmecsi, ¢ (paKTUIECKOM Maccoil Tena
2500 r. Macca tena mpu poxkaeHuun — 1698 r, recraliMoHHBII Bo3pacT — 32
Henenu. [TutaeTcs clieskeHHBIM IPYAHBIM MOJIOKOM Yepe3 Ha3oracTpaib-
HBIH 30HI. KonmuecTBO KMJIOKAIOPHiA B CYTKU € yueToM Bo3pacTa (1 mec.),
cybcTpara muTaHus (rpyaHOE MOJIOKO), MacChl Tejia IpU poxKaeHuU (bosiee
1500 r) 1 pakTueckoii Macchl coctaBiseT 140 kkan/Kr. V eyt = 2,5 (KT) X
140 (xxan/kr) x 100 : 70 (cpeaHee KOJUUECTBO KKajl B TPYAHOM MOJIOKE —
100 M) = 500 mut/cyT, 350 kxamn/cyt (140 kxai x 2,5 Kr).

[Mocnenyroniee CHUXKEHUE KaJIOPUMHOCTM IIMTAHMUSI TPOUCXOIUT
B 3aBUCUMOCTHM OT Macchl Tejia MPU POXKICHUM U BUAA BCKApMJIMBAHUS
(ecTecTBeHHOE MJIM UCKYCCTBEHHOE).

Tabuunua 5

DHepreTHyecKkasi NOTPEOHOCTH B 3aBUCUMOCTH OT MACCHI TeJIa MPH POKIEHUH, BHIA
BCKAPMJIMBAHHUS M (DAKTHYECKOT0 BO3PACTA HEIOHOLIEHHOTO pedeHKa, KKaj/cyT [5]

Macca tena pu poxaenuu > 1500 r| Macca Tena npu poxxaeHuu < 1500 r
=l EctectBeHHOE HckyccTBeH- EcrectBeHHOE HckyccTBeH-
g | wnu cMellaHHOe | HOe BCKapMJIU- | WJIM CMEIIaHHOE | HOE BCKapM-
= | BckapMiMBaHue, | BaHuUe, KKaJI/KT/| BCKapMJIMBaHUE, JIUBaHUE,

KKaJI/KT/CyT CyT KKaJI/KT/CyT KKaJI/KT/CyT
1 140 130 140 130
2 135 125 140 130
3 130 120 135 125
4 125 115 130 120
5 120 115 125 115
6 115 115 120 115
7 115 110 115 115
8—12 110 110 115 110
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Kaunuueckuit npumep: Pebenok C. dmarHos: IlepumHaTanbHOE II0-
paxeHue [THC uimemuyeckr-reMopparmyeckoro reHesa TSDKeJIol cTe-
neHu. PaHHUII BoccTaHOBUTEIbHBIN mepuo. LlepebpanbHasi uineMust
III crenenu. IlepuBeHTPUKYISIpHBIE JeMKOMaNSALUU. BHYyTpuKeTymou-
koBoe kpoBousnusinue I—I1 crenenu. LlepedpanbHasg atpodus. [IceBmno-
OyBOAPHBIN CUHIPOM.

AnHamHe3: ponwics B 30 Heleab recTalliM, Macca Teja MpU poxie-
Huu — 1398 r, nmuHa — 39 cM. HaxoguTcst Ha MICKYCCTBEHHOM BCKapM-
JINBaHWM, 30HIOBOe NUTaHuWe. B Hacrosiee BpeMs ITOCTHATaIbHBIM
Bo3pacT — 2 Mecdia 5 gueit, [IKB — 39 wemenp, Macca tema — 2798 1,
JnuHa — 47 ¢M, OKPY>KHOCTb ToJIOBBI — 45 ¢M (10 mepLeHTUIb 1Mo IIKa-
se Fenton).

Taxk xak pe6eHOK TOJIbKO JocTUT 10-T0 TIepuieHTHIId 110 Kane Fenton,
HEeOoO0XOIMMO MPOAOJKUTH BCKAPMIMBAHUE CMEChIO JIJIs1 HETOHOIIIEHHBIX.
[Tpu mocnenyoIeM COOTBETCTBUM (PU3UUECKOIO pa3BUTUS peOCHKA €TO
BO3pacTy peKOMEHIyeTCsl MCITOJb30BaTh KoMOuHauuio Ilpe-cmecu (Ha
Ya—% cyTouHOoro oobeMa) U cMecu, rpeaHa3HAaYeHHOM 111 BCKapMJIvMBa-
HUS TOHOIIEHHBIX neTeii. KoanuecTBo KuoKaaopuii B CYyTKU C YYETOM
Bo3pacTa (2 Mec. 5 nHeil), cyocTpata muTaHus (MCKYCCTBEHHOE BCKApM-
JINBaHUE, CPeIHEee KOJIMYECTBO KMJIOKAJIOPUI B CMECH JIJISI HEIOHOIIICH-
HbIX — 70 kkaa/100 mir oo 80 kkan/100 M), Macchl Tena TP POKIE-
aHum (MeHee 1500 1) 1 pakTUIeckoil Macchl coctaBisieT 130 KKai/KT.

C y4eToM HEBPOJOTMYECKON CUMITTOMATUKU MPEUMYIIIECTBO OTIaHO
cMecH B paszBeneHun 80 kkan/100 ma («PreNAN»).

CyTOYHBII 00bEM TAKO# CMeCH MPHU pacdeTe KaJTOPUHHBIM METOJIOM
COCTaBJISIeT:

Veyr = (2,798 xr x 130 kkan/kr x 100) : 80 kkan/100 My cmecu = 455
MJI/CYT.

CyTo4yHas KaJOpUIAHOCTh MUTAHUSI COCTaBIseT 364 KKan/cyT (2,798
(xr) x 130 (kkan)).

Hcnonbayercs 30HA0BOE MUTaHKE, OOTIOCHOE BBEIEHUE CMECH B 00b-
eMe 57 mit uepe3 3 yaca. Takum oOpa3om, YIUTBIBASI, YTO B CMECHU JIJIST HE-
noHoieHHbIX «PreNAN» B pazpeneHuu Ha 80 kkan/100 M1 conepuTcst
oenka 2,32 1/100 M1, pebEHOK, YCBOUB pacCUMTaHHBIN 00beM cMecH 455
MJi/cyt, momyuut 10,6 r/cyt 6enka (2,32 (r/100 mir) x 455 (ma/cyt) : 100
MJIT), cOOTBeTCTBeHHO 3,77 r/kr/cyT (10,6 T/cyT : 2,798 (KT)).
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7.1.4. Memoouka nHexkaiopuiiHoii opatbHOll CIUMYAAUUU
(HenumameavHoe cocanue)

Lenpio admIMTallMOHHON MeTomuKHU (TIpolecc (popMUpPOBAHUST OT-
CYTCTBYIOIIMX HABBIKOB) HEMUTATECIIBHOTO COCAHUS SIBJISICTCS CTUMYJISI-
K pedieKcoB OpaJbHOIO aBTOMAaTH3Ma, KOTOpble, aKTUBUPYSCh, CIIO-
COOCTBYIOT IepeBOAY HEOOHOLICHHOTO pebeHKa ¢ 30HAOBOTO IMUTAHUS
Ha IocJIeyIollee UCITOIb30BaHuUe IINpPHUIAa — COCKM — IPYIHOTO BCKapM-
JIBaHUs. PekoMeHmyeTcst IpoBOAUTH BO BpeMsI 30HIOBOTO KOPMJICHMS.
Martb THIATEIBHO MOET PYKM Ilepel MpOLEeAypoil, HaleBaeT CTEPUJIb-
HbIe TIepYaTKM, 0OOMaKMBaeT B CIIEKEHHOE MOJIOKO YKa3aTeJIbHBIN ITajiel]
WA MU3WHEL ¥ BBOIMUT €ro B POT pebeHKa, cjierka Kacasich IOAylley-
KO majblia BepxHero HEOa. [Ipu a3ToM pebeHOK HauMHaeT pedeKTop-
HO COBepIIaTh cocaTeNIbHbIe IBMKEHMSI, 00XBaThIBas majell rydoamu. He-
nuTaTeIbHOE CocaHue, 1o JaHHBIM KOKpaHOBCKOIO CHCTeMaTUYeCKOTo
0030pa [7], oka3bIBaeT 3HAYUMBbII 3(peKT Ha yBeIMYEeHUE CKOPOCTHU TIe-
pexoma OT 30HIOBOrO KOPMJICHMSI K CaMOCTOSITEJIbHOMY, pacIIMpeHUe
00beMa SHTEPaTbHOIO KOPMJICHUS, YTO CHUKAET AJIUTEIbHOCTb TOCTI-
TaJU3aluK HETOHOIIIEHHOIO peOeHKa B CTallMOHAape.
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7.2. IIuranue aereii, 60JIbHBIX MYKOBHCIIMIO30M

MyKOBUCIIMI03 — CUCTEMHOE HACJeICTBEHHOEe 3aboJieBaHUe, CBSI-
3aHHOE C HapylIeHMeM CUHTe3a OesKa-perysitopa TpaHCMeMOpaHHOTO
TOKa MOHOB, IIPY KOTOPOM ITOPaXKaIOTCsI BCE 9K30KPUHHEBIE XKeJle3bl Opra-
HU3Ma, a TaKXKe XXM3HEHHO BaxKHbIe opraHbl (0COOEHHO YacTo — JIerKue
u 2KKT). CorinacHo MeXIyHapOIHBIM PEKOMEHIALIMSIM, JETH C TSKEIbI-
MU (popMaMu MyKOBUCIIMI03a, OCJOXKHEHHBIMU AbIXaTeJIbHOM Hea0CTa-
TOYHOCTBIO 2—3-11 CTelIeHN M KaXeKCHUel, pacCMaTPUBAIOTCS KaK Maliy-
€HTBI, UMEIOLIIME TTOKA3aHUS K NaJJIMaTUBHOM ITOMOIIU (TP OTCYTCTBUM
Y HUX ITePCIIEKTUBHI TPAHCIUIAHTALIMY JIETKHX).

7.2.1. O6wue npunuyunvt HympumugHoil nooodepicKu
npu MyKoeucyuoose

OCHOBHOI TIPUYMHONM MCTOLIEHMST TPU MYKOBUCIMIIO3C SIBIISICT-
csl XpOHHMYECKas MaHKpeaTWdecKas HEIOCTaTOYHOCTh. IloTpeOGHOCTH
B 9HEPIUM Y JeTE ¢ MyKOBUCLIMI030M OOBLIYHO TToBbIlIeHa Ha 120—200%
MO CPaBHEHUIO CO 3A0POBBIMU JETbMU COOTBETCTBYIOILETO BO3pacTa
U T10J1a. boJibHbIE MYKOBUCIIMI030M HYXIAIOTCS TaKXe B MOBBIIIEHHOM
KOJIMYecTBe Oesika M3-3a ero MoTepb BCIENCTBUE Majibabcopouuu (Ha-
PYIIEHHOTO KHUIIEYHOIo BcachiBaHUs). IlaHkpeatnueckue (pepMeHTHI
(KpeoH, MaHKpeaTuH) Ha3HayaloTCsl BO BpeMsl KaxkJoro nmpuema MUILH.
HeTsM TpyaHOro Bo3pacta (pepMeHT Ha3zHayaloT u3 pacueta 2500—3300
E 1a 120 M MoJioka (MOJIOYHOM CMeCcH).

BonbmMHCTBO GOIBHBIX MYKOBUCLHMIO30M HYKIAIOTCS B JTOIIOJIHU-
TEJIbHOM BBEICHUM KaJlisl, HAaTpUs U XJiopa (ToAcaaIBaHue TIAIIN).

HeTtn mepBbIX MeCSLIeB XKU3HU, 00JIbHbIE MYKOBHCIIMIO30M, JOJIKHBI
MOJIy4aTh MaTePUHCKOE MOJIOKO. IIpu HEBO3MOXHOCTH KOPMJICHUS TPY-
JIbIO M3-3a TSIXKEJIOT0 COCTOSIHUS AETHU TOIKHBI TTOTyJaTh CLEKEHHOE He-
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MacTepM30BaHHOE MaTePUHCKOE MOJIOKO 13 OYTHUIOUKM MU Yepe3 Ha30-
racTpaJIbHbIA 30H/I.

I[Ipn cMemaHHOM/MCKYCCTBEHHOM BCKapMJIMBAaHMU IIPEAIIOUTH-
TeJIbHBI CMECH, UMEIOIIME B KAYECTBE XKMPOBOI'O KOMIIOHEHTA CpeaHelle-
MMOYeYHbIC TPUIIMLIEPUABI U PACTUTENIBHBIC XUPHI B 3MYJIBIIPOBAHHOM
(opMme, 4TO TO3BOJISET YAYUYIIUTh YTWIM3ALUIO XKUpa U CHU3UTh A03Y
(bepMeHTOB. DTUM TpeOOBAHUSIM OTBEYAIOT OTAEJBHBIE CMECU IIJI He-
JTOHOIIeHHBIX 1 ManoBecHBIX Aeteil («[Ipe-HAH», «I1pe-Hyrpunak»).
ITpu runorpoduu II—III cTrerieHn 60JBHBIM MYKOBHMCIIMIO30M Ha3Ha-
Yal0T CMECH Ha OCHOBE TMAPOJIM3aToB Oenka. K HMM OTHOCSITCS Jleue0-
Hbl€ MUTaTEJbHbIE CMECU Ha OCHOBE BbICOKO TMIAPOJM30BAHHBIX MOJIOY-
HBIX 0eKO0B («AJdape», «<Hyrpamuren», «[Iperectumuinr», «@pucoren»,
«Hytpunon Ilentu TCLl»), a TakKe edeOHbIE CMECH Ha OCHOBE yMe-
PEHHO TUAPOJIU30BaHHOTO MojiouHoro 6enka («HAH T'A», «®puconak
I'A», «<Hytpunon I'A»). PebeHok, 60IbHON MYKOBUCLIMIO30M, TOJIKEH
MOJTy4yaTh JieueOHOe MUTaHue Ha MPOTSKEHUU BCeil XKM3HU C YYETOM UH-
IUBUIYaJIbHBIX OCOOCHHOCTE (TSKeCTH 3a00JIeBaHMSI, HAJTMYUS OCIOXK-
HEHU, COIIMaTbHO-OBITOBLIX ACTIEKTOB).

Kak ormeuaetcs B Knuanyeckux pekoMeHaauusax Coroza neamaTpon
Poccun «Kucrosueiii ¢prodpo3 (MykoBucLuumo3) y gerei» (2016), mauu-
€HTaM C MYKOBHMCLMIO30M HEOOXOAMMa paHHSISI U «arpecCHUBHAas» HY-
TPUTHBHAS Tepanus. YCTaHOBJIEeHA HETIOCPEACTBEHHAsI CBSI3b MEXXIY CO-
CTOSTHUEM NMUTaHUS U (yHKLMEN JETKUX, MEXIY MHAEKCOM MacChl Teja,
(yHKIIMEN TerK1UX U MPOAOJKUTEIbHOCTBIO XKU3HU.

Hetu, 00JIbHBIE MyKOBUCIIMI030M, HY>KIAIOTCSI B TIOBBIILIEHHOM KO-
JINJ4ecTBe OeKa U3 BBICOKOOEIKOBBIX HATYpaJbHBIX MPOIYKTOB (MSICO,
nTHUlIA, peida, MOPEIPOIYKTHI, MOJIOKO, TBOPOT, CHIp, siina). B kade-
CTB€ JOMOJHUTEJIbHOIO UCTOYHMKA OeJIKa TEeTSIM C MyKOBUCIIMIO30M pe-
KOMEHYIOTCS JIe4eOHbIe CMECHU [IJISI SHTEPAJIbHOIO U JOTIOJIHUTEIBHOTO
nutanus B oobeMe 150—200—250 ma 1—3 paza B neHb. O0bEM JOMOIHU -
TEJIbHOTO TTUTAHUS OMPENeIeTCs CTENEHbI0O HYyTPUTUBHON HETOCTaTOY-
HOCTHU U aTllIETUTOM pebeHKa.

He MeHee BaxXHBIM SBJISIETCS TOJIEp>XKaHUE BBICOKOIO IOTpedJie-
HUS XKMPOB B IueTe peOeHKa ¢ MyKOBUCHMIO30M. KoanuecTBO HachI-
IIEHHBIX U TPAHCXKMPOB OrpaHUYMBAETCS (KapeHble MPOMYKThI, KyJIU-
HapHbIC XUPbI, MaprapyuH); MPEAIIOYTCHNE OTHACTCS XXUpaM, O0OraTbIM
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MoMMHeHachIeHHBIMU XUpHBIMU Kuciotamu (ITH2KK) omera-3. Ouu
colepKarcsl B paCTUTEBbHBIX Macjiax, He ITPOLISAIINX TEPMUUECKYIO 00-
paboTKy, U B XXHUpe MOPCKUX phIO. [TuraTenbHble cMecu IJist AeTelt ¢ My-
KOBMCLIMIO30M OOOralaloTcsl CpelHelenoYeYHbIMU TPUIMLIEpUIaMU
(CLIT), uTo Mo3BOSIET YBEAUUYUTh SHEPTeTUYECKYIO MJIOTHOCTh paluo-
Ha. Cogepxxanne CLT B crienmaan3npoBaHHBIX CMECSX IS JeTei ¢ My-
KOBHCIMA030M cocTaBiisieT 40—70% KupoBOro KOMIIOHEHTA; OCTaJbHbIE
KM PBI TIPEACTaBICHBI TUMUIAMU ¢ BRICOKUM COJEPXKaHUEM 3CCEHIIMATIb-
HBIX TTOJIMHEHACBIIIEHHBIX JKUPHBIX KHACJIOT.

Y1eBoabl B pallioHe MUTaHUS peOeHKa ¢ MyKOBUCLIMIO30M He orpa-
HUYMBAIOTCS, OTHAKO MPUHMUMAETCS BO BHUMaHWE PUCK aCCOLIMMPOBAH-
HOI'0 ¢ MYKOBHUCLIMJI030M CaXxapHOIo auadera U BbICOKas 4acTOTa Kapu-
03HOTIO IMOpakeHUs 3y0OoB (HeoOXxoauMa TIaTe/bHas TMTMeHa I10J0CTU
pra). KamopuitHOCTh CyTOYHOTO paliioHa JETSIM C MyKOBUCIIUI030M pe-
KOMEHIYETCsI paCCUMTHIBATh He Ha (DAKTUIECKUI BeC, a Ha MOJKEHCTBY-
FOLLIMIA.

7.2.2. Aepeccuenvie memoovl HympumueHoil nodoepicku y demeii
C MYKOBUCUUOO30M

Kax ormeuaeTcss B MEXIYHAPOMHBIX M POCCUMCKUX KIMHUICCKUX
peKOMeHAALMSIX 110 MYKOBUCLIMAO3Y Yy AeTeit [1, 2], K «arpeCCUBHBIM»
MeTOodaM HYTPUTUBHOMU MOIIEPXKKH Yy OOJIBHBIX C MYKOBUCLIMIO30M OT-
HOCSITCSI:

30HI0BOE BHTEpaJIbHOE IMUTaHKWE B BUAE HOYHOI TMIIEpaMMEHTAa-
1N, Yepe3 Ha30racTPaJIbHBIN 30H WJIM Yepe3 MePKYTaHHYIO TaCTPOCTO-
My. C IOMOIIIbI0O HOYHOM TUIlepaJMEHTAIIUU MOXHO TOMOJHUTEIbHO
ob6ecneunth 30—50% paccunTaHHO 3HEepromoTpedbHocTH [1].

ITapeHTepanbHOe NMuUTaHUE, MOJHOE WM yacTudHoe. IlomHoe ma-
peHTepalbHOe INMUTAaHWE I0KAa3aHO ITocjie Ollepalldii Ha KHUIIEYHUKE,
MIpY CUHAPOME KOPOTKOI KUIIIKU, TIPX Pa3BUTHI OCTPOTO MaHKpeaTuTa.

«ArpeccUBHBIE» METOIbl HYTPUTUBHON MOIAEPXKKU IS MAlleHTOB
C MYKOBUCIII030M IMOKa3aHBHI:

— IIpY OTCYTCTBUU NpHOAaBKU B Macce WIM CHUKEHUM MacChl Teja
B TeueHUe 6 MECSLIEB;

— IIpU Macce Tesa peOeHKa HIDKe 3-TO MePLeHTHII,
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— IIpY Macce Tejla HUXKe JOJIKHOTO 3HayeHus Ha 15%, mim MeHee
25-10 mepueHTIIS Ha (DOHE IOMOJHUTEIBHOTO TTUTAHUST CIICIIMAIbHBI-
MU CMECSIMU.

«ATpecCUBHBIE» METOAbl HYTPUTUBHON TIOANEPKKU HYXKIAIOT-
cs B JaJbHEHIIeil oTpaboTKe B IMPAKTUKE OTEYSCTBEHHON IleAUaTpuMu,
HECMOTpsI Ha TO, YTO B MEXIYHApPOIHBIX MCCIEIOBaHUSIX OHU TTOKa3a-
JIN BBICOKYIO 3 GeKTUBHOCTh. TeM He MeHee CTaHIapTHOe IpUMeHe-
HME TOJbKO SHTEPAJIbHOTO 30HIOBOTO IMUTAHUS JOCTOBEPHO MPUBOIUT
K YAYYIICHUIO HyTPUTUBHOTO CTaTyca JeTei ¢ MyKOBUCIIIO30M.

Chnucok JMTepaTypbl

1. M. Sinaasappel, M. Stern, J. Littlewood, S. Wolfe, G. Steinkamp,
Harry G.M. Heijerman. Nutrition in patients with cystic fibrosis: a
European Consensus // J Cyst Fibrosis. 2002 (1): 51-75.

2.  Knunnueckue pekoMeHaganuu Coro3a nenuatpoB Poccun «Kucrtos-
HbII Gudpo3 (MykoBucuuno3s) y nereit». MKb 10: E84. I'ox yTBepx-
neHust: 2016. — 58 c. http://www.pediatr-russia.ru/sites/default/files/
file/kr mv.pdf

7.3. ITutanue aereii ¢ TsKebIM oprannyeckum nopakennem ITHC

HytpuTtuBHasi HemoctaTouHOCTh HaOmonaetcst y 40% nereii, 1ocTy-
MaInX B CTallMOHapHI [1, 2], Ipu 3TOM MalMEHTHI C BPOXKICHHBIMU
U ipuodpeTeHHbIMU 3a00eBaHusaAMU LITHC 3aHuMaloT BTopoe paHroBoe
MECTO TI0 YaCTOTe HyTPUTUBHOM HEAOCTATOUYHOCTH ITOCTIe IeTeil C OHKO-
JIOTUYECKIMU 3200/ 1€BAaHUSIMU.

Hetu ¢ TskenblM opraHuuyeckum nopaxeHueM ILITHC u ucyepnan-
HBIM peaOdMINTAllMOHHBIM MOTEHIIMAJIOM MMEIOT TOKa3aHUs K Majlifa-
TUBHOI moMolu. Yaiie BCcero Takve MmalureHThl MOTYT ObITh OTHECEHBI
K 1V rpymiie HO30JI0THi1 COIJIACHO MPOTHOCTHYECKOMY monxony EBpo-
neicKoi accourauuy naummaTuBHoi nmoMoinu (2009): aTto met, uMme-
fo11I1e HeoOpaTUMBbIE, HO He MPOrPEeCCUPYIOIINE COCTOSIHUS, C TKeIon
VHBAJIUMIHOCTHIO Y TTOABEPXKEHHOCTHIO MALIMEHTA OCI0XKHEHUSIM.

HyTtputuBHBII 1e(pULUT CITOCOOCTBYET ITOBBIIIEHUIO pUCKa MHTEP-
KyppPeHTHBIX 3a00jieBaHUIl (CepAeYHO-COCYAMCTasl, WUMMYHHAas, IbI-
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XaTeJbHas HEIOCTaTOYHOCTB), Pa3BUTUIO TOOOYHBIX 3(PPEKTOB OT
crietiuduyeckoit Tepanuu (MIPOTUBOCYAOPOXKHON, TOPMOHAJIbHOI), Ha-
pylIeHnio TpoUKU TKaHel (IIPOJNIeXKHU, 3aMeIJICHUE 3aKMBJICHUS
paH, atpodus MBIIIL, CHVKEHHWE MUHEpaIu3allMyd KOCTHOW TKaHM),
a TaKXKe CHIDKCHUIO 3(POEKTUBHOCTU CIIEINATM3UPOBAHHON MEIUIIMH-
CKOIi TIOMOILIM, YBEJIMWYEHUIO YaCTOThl TOCIUTAIM3AlUM, MIUTEIbHO-
CTU MpeObIBaHUS B CTAllMOHAPE W TIOBBIIICHUIO 9KOHOMMYECKMX 3aTpaT
Ha nanueHTa Ha 20—30%, o naHHbIM [3]. [IpoGieMbl BCKapMIMBaHUS
M HYTPUTHBHAST HEIOCTATOYHOCTh XapaKTepHbI 6oJiee yeM st 30% neteit
¢ uepedpanbHbIM napaandoM (LIIT), mpu satom 57% nereii ¢ LT umeror
Mpo0JIeMBbl COCAaHUS B TIEPBLIi TO/1 XKU3HM, 38% neTeil — mpodJIeMBbI TJI0-
tanust, 80% MiaJeHLEB BCKAPMJIMBAIOTCS C MOMOIIBIO pomuTesieil (He
JEPXKaT JIOKKY M3-3a 3aiepKKu pa3Butusi), 90% nereii UMEIOT KJIMHUYE-
CKM 3HAYMMYIO OpajibHO-MOTOPHYIO IUChYHKIUIO [4].

Llenbio HYyTPUTUBHOM MOAAEPKKHU IETEI C TSLKEIBIM OPTaHUIECKUM
nopaxkenuem LIHC B nmaniuaTuBHON cyxKOe sIBISIETCS yaydllleHUe Ka-
YecTBa XKU3HU peOeHKa U CEMbBU ITOCPEIACTBOM OOJICTYeHUSI CUMIITOMOB,
MpUMEHEHUs JIeUeOHOro MUTaHUs, YTO MOBBIIIAET KaYeCTBO MEIUIIMH-
CKOU ITOMOILIH.

[Ipu opranuzanuy NUTAaHUS AETell ¢ OPraHUYECKUM TMOPaKEHUEM
HHHC 3agauu cnenuaivcToB MaJJTUATUBHON CIYXKObI COCTOSIT B OILIEH-
K€ BIVSHUS HyTPUTHUBHOIO CTaTyca Ha 00beM Ma/UIMaTUBHOM ITOMOIIIN,
B pa3pabOTKe MporpaMMbl IMTO3ULIMOHHOM Tepanuu (KaKuM o0pa3oM 10J1-
JKEeH BCKapMJIMBaThCsl peOEHOK — Ha KOJIEHSX Y MaTepu JIMOO B CTielM-
aJbHOM CTYyJle, Kpecje-KOJsICKe, C ToJIoBoAepXkKaTeleM, pa3ruOaHueM
B MOSICHUYHOM OT/IeJie TIO3BOHOYHMKA, (puKcalueit Hor), B BEIOOpE Me-
TOdA YHTEPAIBLHOTIO MUTAHUsI, B HA3HAYCHUM JICYCOHOT0 IIMTaHMS, a TaK-
K€ B COCTaBJICHUM TIJIaHa JaJdbHENIIeil HyTPUTUBHOM MOAIEPKKU.

ConyTCTBYIOIINI AUAaTHO3 PACcCTPONCTB MUTAHUS Yy OETEU C TKe-
JeIM opranndeckuM nopaxkeHuem LIHC, cormacno MKb-10, konupyer-
cd B knacc IV «bone3Hu sHIOKPUHHOM CUCTEMbI, paCCTPOMCTBA MUTAHUS
1 HapylueHust oOMeHa BelecTB», 010k E40—E46 — «HemocrarouHocTh
mutanus», E50—64 — «/Ipyrue HemoCcTaTOUHOCTHU MUTAHUST (HEIOCTATOY -
HOCTb BUTAMMHOB I MUKPO3JIEMEHTOB)», E65—68 — «OxupeHue u apy-
rue BUIbl U30BITOYHOCTU MUTAHUS».

69



7. MATAHUE OCOBbIX KATETOPUW JETEN HA AJIJTMATUBHOWM TEPATTUU

VY nmereit ¢ TsKenabIM opraHnueckuM TopaxenueMm LIHC, nmeromnmx
paccTpoiicTBa MUTAHUS, HANOOJIbIINE U3MEHEHUs MeTaboIM3Ma Ha0JIro-
JIaroTcsd B 0eIKOBOM obMeHe. BeiencTBre 3Toro 4acTo MCIoJb3yeMbIMU
CMHOHMMAaMM HETOCTaTOYHOCTH IMUTAHUS Y IETEH ¢ TSKEIbIM OpraHuyde-
ckuM nopaxxeHreM LIHC gBisitoTcs Takyve TEpMUHBI, KaK O€JIKOBO-2HEp-
retudeckass HepoctatouHocTh (BOH), nuctpodus tuna runorpodun,
runoTpodusi, CHHAPOM HEITOCTATOYHOCTH ITMTaHUSI, CHHIPOM HapyIIeH-
HOTO IUTaHMSI, TUIIOCTAaTypa, MaJbHYTpulius. B To Xe BpeMst netu ¢ Ts-
SKEJTBIMKA JBUTATEIBHBIMUA HapyIICHUSIMH, COOTBETCTBYIOIIUMHU V YPOB-
Hio MmoTopuku 110 mKane GMFCS (cm. Ilpuioxenne 7. MexayHapomHas
HIKaia KjaccuukKauuym MOTOpHBIX (pyHKIM# manueHTa — Global Motor
Function Classification System, GMFCS) [5]), Haxonsimuecss Ha 30H-
JIOBOM TIUTaHWU, UMEIOT OOJIbIIMI MHAEKC MAacChl Tejda U PUCK pa3BU-
TUSI OKUPEHUS 110 CPAaBHEHMIO C JIETbMH TOTO K€ YPOBHSI IBUTATEIIbHBIX
OrpaHUYEHUI, TUTAIOLIMMHUCST CAMOCTOSITEBLHO [6].

7.3.1. Ouenka HympumueHoil He0oCmamo4Hocmu

B ximHuyeckoit pabote ¢ GONBIIMM KOJIWYECTBOM MALIMEHTOB IS
OIIpeAeICHNSI KaTeTOpUU NeTeil, HYKIaroIIUXCS B HYTPUTUBHOM ITOMI-
JepkKe, Heo0X0aM cOOp aHaMHe3a U BbISIBJIEHUE TPYIIIbI pUCcKa 10 Ha-
pyILIeHNIO HyTpUTUBHOTO cTatyca [7—10, 25]. Cm. Ilpuioxenne 8.

ITocne ompeneneHus IpymnIibl pUcKa WM BBISIBICHUST KIMHUYECKUX
npu3HakoB bOH npoBoauTcs MOJHBINA TIIATEIbHBIIA OCMOTpP HallMEeHTA.
CyMMapHO B UTOT€ OLICHUBAIOTCS CASAYIOIINE TTapaMeTPhl:

1. OOmekmmHnYeckue (0CMOTP) — COCTOSTHHE KOXKU, CIU3UCTBIX, BOJIOC,
HOTTEl, 3y0OB, MBIIIIEYHOI TKAHU, IIOJKOXHO-KUPOBOTO CJIOSI, MU~
KPOCHUMIITOMAaTUKA BO3MOXXHOM BUTAMUHHOUN U MUHEPAJIbHOU HENIO-
CTaTOYHOCTH.

2. Macco-pocToBble MOKa3aTeJH: MHACKC MAacChl Tejla, OKPYXXHOCTb
Tieya, TOJIIIMHA KOXHO-XXUPOBOW CKJTAIKW Hall TPUIIETICOM, B MO -
JIOITATOYHOU 00J1aCTH, HaJ OUIIETICOM.

3. AHTponomMeTpuyecKHe NMOKa3aTelu OLIEHUBAIOTCS O TabJUIaM 1eH-
TUJIbHBIX BeJIMYMH, pekoMmeHayeMbiM BO3, nubo no cnenuanb-
HBIM LIEHTUJIbHBIM Ta0JIMIIaM, pa3padoTaHHBIM C Y4€TOM OCHOBHOTO
JuarHos3a mauueHTta. Hampumep, y AeTeil ¢ meTcKum lLepedpaib-
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HBIM MapaliuOM MCIIOJIb3YEeTCS OLICHKA AHTPOIIOMETPUU U IIPO-
JOJDKUTEIbHOCTH JKU3HU C YUETOM COCTOSIHUASI MOTOPHBIX (DYHKIIMIA
GMFCS — Life Expectancy Project [11]. UMmeroTcs Takske crierinaib-
HbI€ LIECHTUJIbHBIE TA0IUIIBI AaHTPOIIOMETPUYECKUX TTOKa3aTeaeit IIs
JEeTeil ¢ TaKOM MaToNorueit, Kak axoHApoILia3ust, CMHapomMbl KopHe-
mmu ae Jlanre, layna, Tepaepa, Bunbsamca, I[1pagepa — Buiu, Hy-
HaH, TpucoMus 13 1 18 xpomocoM, MUeJIOMEHUHTIOLIee, CKeJleTHast
nucrotasus [12, 13]. ¥ crimHaabHBIX OOTBHBIX TIPU aHTPOIIOMETPU -
YecKOM olleHKe Mcnob3yeTcs meton Jlannaca — Xoaa (I0KeHCTBY -
Iolllask Macca TeJla BBIUMCIISICTCS MyTeM YMEHBIIECHUST CTAHAaPTHOIO
3HayeHMs Ha 5—10% nipu naparuteruu (B cpenHemM Ha 7,5%) n Ha 10—
15% (B cpemnem Ha 12,5%) npu tetparuterun). Crenenb BOH ompe-
JEJISIETCSI C YYETOM CTAaTUCTUYECKOTO MoKa3aTesl Z-CKop, KOTOPbIit
O3HayaeT, CKOJIbKO CTAHIAPTHBIX OTKJIOHEHUI COCTaBJIsIeT pa3dopoc
Macchl ¥ pOCTa OTHOCUTEIBLHO CpeaHero 3HaueHus (Tabi. 6).

Taoauma 6

Knaccudukanus 6esikoBo-3HepreTuyeckoit HeroctaTounoctu (BOH)
y nereii [14, 15]

Crenenn/ Octpas BOH Xponnueckast BOH INepuenTnnn
dbopma | % ot nomxeHcTBy0- | % ot moskeHcTBylo- | K2KCT wmnm mo-
el MacChl/ IO pO- | IIIETO pocTa/ Mo Bo3pa- | JIyOKPYKHOCTD
CTy U Z-CKOp CTy U Z-CKOp ieya
0 90—-110/+Z--Z 95—-105/+Z- -Z >15

I (nerkas) | 80—89 /-1,1Z2--272(90-94/-1,1Z--27Z |15

Il (cpen- |70-79/-2,17Z--37|85-89/-2,17Z--3Z |<5§
HeTsKe-
Jast)

I (1a- <70/-37Z <85/-3Z <5
JKeJast)

4. JlaGopaTopHble moKa3aTe M: OO OETOK, ATbOYMUH, KOPOTKOXKM-
BylLIMe Oenku (TpaHC(eppuH, MpealbOyMUH U Op.), TUM@OLIUTEHI.
CrerieHb HYTPUTUBHOI HETOCTAaTOYHOCTU YCTAaHABIMBACTCS C yde-
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TOM HauboJiee MHTEHCHBHO CHUKEHHOTO ITOKa3aTesis U3 BCeX Ipo-
aHaJIM3UPOBAHHBIX (TA0J. 7).

Taomuma 7
JIaGopaTopHbie KpUTEPUH U CTENeHH HYTPUTHBHOI HeOCTATOYHOCTH [24]

JlabopaTopHbIe TTOKa3aTeINn,/ Jlerkast CpenHsas | Tsoxenast
crerieHb bOH
AJBOYMUH, T/JT 35-30r/m |30-251/m|<251/n
OO61ui 6e10K, /1 60—55 55-50 <50
TpaHcheppuH r/n 2,0—-1,8 1,8-1,6 |<1,6
JInMbOLUTBI, KJIETOK B MJT® 1800—1500 | 1500—800 | < 800

5. JlaHHble BUAEO(IyOPOCKONHH, (hrOPOIAPUHTOCKONUH TP TUCharuu
U MIOJ03PEHUH Ha acIUpalluio.

6. OueHKa CIOCOOHOCTH NMANMEHTA K MPUHSITUIO MUY U XUIKOCTH C
Tpex et [16], oueHka nucdaruu, MpoBeIeHNE BUIOYHOIO TECTa,
XPOHOMETPUPOBAHHOTIO TecTa ¢ Boxoit [17].

7.3.2. Iloka3zanus Kk HA3HA4EHUIO HYMPUMUGHOIL N000EePIHCKU 0emAM
¢ maxceavim opeanuyeckum nopaxcenuem ITHC

— KJIMHUYECKM BhIpaXKeHHAast HEIOCTATOYHOCTh MTUTAHUS;

— OBICTPO MpOrpeccupylomas moTepst Macchl Tena: oonee 2% 3a He-
nemo, 5% 3a mecsan, 10% 3a 3 Mecsita, 0osee 5% maccol Teia Ha (DOHE Te-
panuu;

— TMIIONIPOTEMHEMMSI, TUTIOATLOYMUHEMUS;

— OTCYTCTBME BO3MOXHOCTH ONTUMAJIBHOTO €CTECTBEHHOIO MUTAHUS,;

— BO3pOCIIIME MOTPEOHOCTU B MAaKpPO- Y MUKPOHYTPUEHTAX BCJIE/I-
CTBHE runepkaradoams3Ma;

— HEBO3MOXHOCTh obecneunth 60—80% paunoHa B TedyeHHE 0O-
Jiee yeM 10 mHeli y geTeil cTapllivX BO3paCcTHBIX TPYIIII, B TeUeHUE OoJjiee
5 mHell y JeTeil paHHEro M JOIIKOJILHOIO BO3pacTa M B TeueHUe Oojee
3 nHeit y neTeii B Bo3pacTe 10 1 roga;
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— ob1iee BpeMst KopMmiIeHUs pebeHKa 0oJiee 4 4acoB B JeHb;

— HeaJeKBaTHBIE MPUOABKM POCTa WUJIM MAacCChl Tejla Ha TPOTSKEHUT
bosee yeMm 1 Mecsmia y mereit miazire 2 JeT 1 0ojiee 3 MecsdleB y meTeit
crapiie 2 JeT;

— HapylleHUe LIeHTUJIBHOTO KOpHaopa 0oJjiee YeM Ha 2 MHTepBaJa;

— TOJIIMHA KOXHO-XKUPOBOI CKJIAAKU TpUlleTrica MeHee 5 IeplieH-
TWJIS TIO BO3PAcCTY;

— CHIDXKEHHE CKOPOCTU pocTa 0oJjiee 2 CM/TO OT JOJKEHCTBYIOIIETO
JUTSI paHHETO U CpeHeTo mybepraTa;

— pe3yabTaThl OLICHKM peOeHKa IT0 IIKaje OLCHKN HABHIKOB IIpHe-
Ma nuiy 1 utbs (EDACS) B npenenax 11—V ypoBHus (cM. Ilpunoxke-
Hue 9);

— TIoKazaTeau pusndeckoro passutug aeteit ¢ LI, pacrmonoxeH-
Hble B uHTepBaje mkain Life Expectancy Project, 0603HaueHHOM LIBETOM
[11].

7.3.3. Cocmaeaenue naauna u paciem HympumueHoil no0oepicKu

Ha ocHOBaHMM MMEIOIIMXCS MOKAa3aHUI K HYTPUTUBHOM MOIAEPXK-
Ke pebeHKa, ¢ yueToM Tsokectrn BOH, BeIpaxkeHHOCTH mrcdarni, Heoo-
XOJMMO OITPEAEIUTh O0BEM U KaJlopaxk HYTPUTUBHOM MOAAEPXKKU, BUI,
cnoco0 (IMyTb) UM peXUM MUTaHMUsI. PeKoMeHmaluuu AOJKHBI BKIIIOYATh
MO3UILIMOHHYIO Teparnuio U CEHCOMOTOPHYIO CTUMYJISILIMIO. DTO HEOOXO-
MO, IIJIsI TOTO YTOOBI aKTMBUPOBATh MOTOPUKY OpaJIbHOM MYCKYJIATy-
PbI, CHU3UTh BHIPAXXEHHOCTh NIUC(arud U puck aclmmpaliuu, Co3aaTh pe-
OCHKY ONTUMAaJIbHBIE YCIOBUS IIJIsI IIOJIyY€HUSI BKYCOBBIX OLIYILIECHUIA,

OnpeneanuTs CYTOYHBI 00beM XMAKOCTH: 2 Toga — 115 mur/Kr/cyT;
6 net — 90—100 mu/kr/cyt; 10 ner — 75—85 mu/kr/cyt; 14 ner — 50—60
Mi/kr/cyt [18].

CornacHo pexoMmeHaauusiMm ASPEN [19], olieHKy pacxona 3Hepruu
TSKEJIOO0IBHBIX IETei MPOBOISIT METOAOM HEIPSIMOM KaJOpUMETPUH,
YTO MOXeT OBITh ocymiecTBUMO B OPUT. [lmg mHBIX KaTeropmii neTei
MPU pacuyeTe CPEAHECYTOUHOMN IMOTPEOHOCTH B KMJIOKAJIOPUSIX IIPUMEHSI -
0T ypaBHeHMe Xappuca — beHennkra: 2HepronoTpeOHOCTh OCHOBHOTO
oOMeHa X (aKTOp aKTMBHOCTH (C y4eTOM KOHBEPCUOHHBIX KOG IUIIN-
eHToB) [23] (cm. Ilpunoxenue 10).
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7.3.3.1. Pacuem kanopuiinocmu numanus

7151 60Jb11Ie i TOUHOCTU pe3yIbTaTOB y AeTel B Bo3pacTe S5—11 jieT ¢ Ts1-
JKEJIBIMU IBUTaTeIbHBIMU HAPYIIIEHUSIMU pacyeT KaJIOPUITHOCTY MUTaHUS
MPOM3BOIMTCS HE HA MaccCy TeJla, a Ha MX pocT (KKasl/cM/cyT) (Mpu HEBO3-
MOXXHOCTH BepTHUKAIN3alIMU peOeHKA, HATMUYMM KOHTPAKTYp POCT U3Me-
psieTcs TOoCeN0BaTeIbHO MO CETMEHTaM TeJia) B 3aBUCUMOCTH OT (POPMBI
JLIIT 1 ¢ yaeToM KOHBEPCUOHHBIX KO3 PULMEHTOB. eTu ¢ TSKeIbIMU
cnactuuyeckumu ¢opmamu JLTT (GMFCS IV—V ypoBeHb), HU3KO# (pu-
3UYEeCKON aKTMBHOCTBIO, COMYTCTBYIOIIEH 3MUJETICUe, HAXOMSIIMeCcs
Ha IJIMTEIbHOM 30HA0BOM IUTAHUM, HY>KIAIOTCS B KQJIOPUITHOCTU ITUTA-
Hus U3 pacuera 11,1 kkam/cm/cyT (75% OT OOBIYHON TTOTPEOHOCTH LISt
HOPMAaJIPHOTO pa3Butus). etu B ¢pa3e peabMIMTALMU, IETU C TUIICPKU-
HETUYECKOM, aTaKTUIECKOM 1 aTOHUYeCKU-acTaTudyeckoi popmoii JILITT,
aMOyIaTopHble TallMeHThI — U3 pacyera 13,9 kkan/cm/cyT (59% oT 00ObIu-
HOI MTOTpeOHOCTU JjI1 HOPMAaJIbHOTO pa3BuTHS). Pacuer KamopuitHOCTH
MUTAHUS TIPU APYTUX TSLKEIbIX oprannmdeckux rnopaxkenusx LIHC u Ha-
CJIeICTBEHHBIX CUHApOMaXx: CUHApoM JlayHa — neBouku B Bo3pacte 5—11
Jet — 14,3 kkan/cM/cyT, MaTbuuKu B Bo3pacte S—11 et — 16,1 kkan/cm/
cyt, cuHapoM Ilpamepa — B — 10—11 kkanx/cm/cyT, Spina bifida —
9—11 kxan/cm/cyT. [1pu yMepeHHOM CHMXKEHUM ABUraTeIbHOM aKTUBHO-
¢ty — 15 KKaj/cM/CyT, TIpy CUJIBHOM orpaHndeHur — 10 KKaj/cM/CyT.

CyrouHas motpedHocTh B 6enkax y aeteit ¢ JAIII1 cocTaBuser 2 r/Kr
macchl Tena [20]. I1pu conmyrerBytomieit BOH pacueT morpedHOCTH TTPo-
M3BOAWTCS B COOTBETCTBUM C OOIIMMU ITpuHIIMIIaMH | 14]. HyxknaemocTb
B XXHMpax 1 YIJIeBoIax He OTIMYAETCs OT BO3PACTHBIX HOPM JIJIsI 3lI0POBBIX
nereit [21].

7.3.3.2. Cybcmpam numanus u memoobl e20 66e0eHus

[Mpy >(pHeKTUBHOCTU SHTEPANBHOTO MUTAHUS Yepe3 poT, pusnue-
CKOM DPa3BUTHUHM, COOTBETCTBYIOIeM Bo3pacTy, BOH nerkoii crenenu,
OTCYTCTBUU AucGaruy peKoMeHIyeTcsl o0oraiieHue 0eJIKOM 1 9HEepro-
cyOcTpaTaMu IIPOAYKTOB, KOTOPbIE €XEIHEBHO YIMOTPeOssieT peOeHOK.
Bo3moxHo mobaBieHue B OJ101a JOMAIIHEro MPUroTOBAeHUs (Kalla,
orypt, TBopor B 00beMe 150—200 1) 100 MIT M30KaIOpUITHOM CTaHIAPT-
Hoi1 cMecu Tuna «HyTpuapuHK» UM COOTBETCTBYIOLIEH BO3paCTy BbICO-
KOKaJIOPUITHOM cMecH B 00beMe MeHee 100 Mit.
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ITpu Hanmuum BOH nerkoii crenenu (6e3 MonoXUTEIbHOTO 3 deKTa
OT TIpeAlIecTBYOLIEero oboraleHus nutaHus: 6eakoM) u bBOH cpenHeit
CTEIIeH! Y peOeHKa ¢ COXpaHeHHBIM CO3HAHUEM, IJIOTAaTeIbHOM (DYHKIIN-
eli 1 BO3MOXHOCTbBIO MpUeMa MUIIU Yepe3 POT PEKOMEHIYETCS CUIIMHT.
DTO mpenrojaraeT IprueM CMECH Yepe3 TPYOOUKY WIIM MEIKMMMU IJIOTKaMU
100—200 mu1 3a 1 yac (B mpoMexXXyTKax MexXXIy TTprueMaMiu MUIIN) 10 HOp-
Maau3aluuu GU3NYecKoro pa3Butus. Mcronb3ylores u3o- Wiu runepka-
JIOPUITHBIE CMECH B 3aBUCUMOCTHU OT BO3pacTa M MOTPeOHOCTEN peOeHKa.

ITpn Hamuuuu OynLOAPHOTO CHHAPOMA BO3MOXKHO HCIOJb30BaHUE
3aryctutes (HampuMmep, «Pecypc Tuken An Kima» ), KOHIIEHTpaLmsa KO-
TOPOT'O 3aBUCHUT OT PE3YJIbTaTOB BUJIOYHOTO TeCTa. DTOT T€CT Ha OLIEHKY
TJIOTaHUS TPOBOIUTCS C MPOAYKTAMU PA3JIMYHON MIOTHOCTU, YCIOBHO
pasnelieHHbIMU Ha TPU KATETOPUU: «HEKTap», «<KUIKOCTb» U «ITYAUHTI».
«OKyTBIBaeT BUJIKY, HO OBICTPO CTEKAET» — 3TO KOHCUCTEHIIUS «HEKTap»
(TycTOil KHCeNb, Mell, CMeTaHa); «OBICTPO CTeKaeT C BUJIKU 1 HE 3aIepK1-
BaeTCsI Ha HEl» — 3TO KOHCUCTEHINS «KUIKOCTh» (BOIa, COK, Yaii, Kode,
KUAKUN Keup); «1epKUTCS HAa BUJIKE» — 3TO KOHCUCTEHLIMS «ITYIUHI»
(rycToii itorypT, moBumo). B BUIOUHOM TecTe IMpOBOAUTCS OlLieHKA TJI0-
TaHUS C yKa3aHHBIMU MIPOAYKTAMM PA3TMUYHON IIJIOTHOCTH IUIST PEIICHUS
BoIpoca 00 ONTUMAJIbHON ISl peOeHKa KOHCUCTCHLMU ITUTATEeIbHOTO
cybcTpaTa, a Takxke OoJiroce (00beMe MUIIK) AJIsT OJHOTO MpOorjiaThiBa-
Hus. «Hekrap» mpemmaraercst pe0eHKy B BO3pacTaiolieM 00beMe IOCe-
JoBaTeabHO oT 5—10—20 Mi1 (eciu IJIOTaHUE HA 3TOM ATarle HapylleHo,
TO HEOOXOIMMO MEPEHTH K TECTY C «IIyIMHITOM»), 3aTeM «KHIKOCThb» OT
5—10—20 ma (ecu TIOTaHKWE HA 3TOM 3Talle HapyIIeHOo, TO HE0OXOAMO
MEePeNTH K TECTY C «ITyAUHTOM»), 3aTeM «ITyauHr» oT 5—10—20 mur. TTox-
0Op KOHCHUCTEHILIMA PEKOMEHAYETCS IIPOBOMAUTH COBMECTHO C JIOTOIIE-
JIOM WJIY CO CITeLMJIMCTOM IO TJIOTAaHUIO C 1IeJIbI0 BhIOOpa 6e30ImacHoi
IUIOTHOCTU cyOcTpaTa il NpoUIaKTUKK acniupauuu U 3 HEeKTUBHOTO
npoiiecca KopmiaeHuss. Bo3MOXHO MCIIOJb30BaTh TOTOBbIE CMECH C MO-
IuduuupyemMoit KoHcucteHuuel, Hanpumep «Fresenius Kabi». O6bem
1 KOHCUCTEHIINS MUIIM, KOTOPhIE HE BBI3BIBAIOT AMC(haruu IMpu €e OJHO-
KPaTHOM MPOTJIaThIBAHNH, YKa3bIBAIOTCSI BO BpaueOHBIX pEeKOMEHAALIMSIX
10 HYTPUTUBHOI MOIIepXKKe peOeHKa.

KopMmneHue cMecsiMu HauMHaIOT co craHaapTHoi cMecu (1,0 kkan/
MJ1) B o0beMe 50% OT peKOMEHIyeMOTO, C TIOCTETIEHHBIM pacIIMpeHNeM
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3a 5—7 JHEeU Npu yCIOBUU IOCTATOUHOM repeHocuMocTu. [1pu Hannuuu
BOYH c mioxoit ToJlepaHTHOCTBIO K 00bEMY, MPU OTCYTCTBUM dPdeKTa
OT U30KAJTOPUIAHBIX CMECEH IIPUMEHSIIOTCSI BHICOKO3HEPIeTUIECKIE CMe-
cu (1,5—2 kxan/min). [Ipu u3dwsITKE Macchl Tena win oxupenuu, JIIITT
¢ V ypoBHeM orpaHuyeHuit Mmotopuku 1o mkaie GMFCS, 3oH10BOM
MUTAaHUM TAllMEHTa U OTCYTCTBMHU IPOBOAMMOI KWHE3MOTepaIruy MC-
MOJIB3YIOTCSI HU3K03HepreTnueckue cMmecu (0,75 Kkaj/Mi1) IyTeM pasBe-
JIEHUSI UBOKAIOPUIHBIX cMeceid. JIeTsiM ¢ 3a1epKKoli cTyia Ha3HavyaloTCsl
CcMecH, oOoralleHHbIe MUIIEBLIMU BOJIOKHAMU (KieTuaTka). I1pu siBie-
HUSIX MaJIbaOCOpOLIMH, HEIIEPEHOCUMOCTH ITOJIMMEPHBIX CMECEl, ajliep-
My K OeJIKy KOPOBBETO MOJIOKA, MOTOPHO-3BaKyaTOPHBIX HapyllIeHU-
sIX (B TOM 4HCJIe IPU TacTpoa3odaraibHOM pedIIIoKCe) PEKOMEHIYIOTCS
CBHIBOPOTOYHBIE CMECH Ha OCHOBE YaCTUYHOI'O WJIM MOJIHOTO TMAPOJIM3A.
ITpu conyTcTByIOIIMX 3a00JIeBAaHUSX (CaXapHbIiA AUAOET, MATOJIOTHS JIET-
KMX, TICYCHM, TI0YEK) Ha3HAYAIOTCS OPraHOCIeIM(UIECKIEC 1 CTICIINATb-
Hble cMecH. [T neteil mepBoro roga XU3HU BO3MOXKHO MCITOJIb30BaHUE
cMeceii i1 MaJIOBECHBIX Y HEIOHOIIEHHBIX AeTei ¢ HAMOOIbIINM KOJIH-
yecTBOM Oesika, npeacTtaBiaeHHoro 100%-Hoii CbIBOPOTOYHOM (hpaKIIUeii.

Hanpumep, MOXeT WCHOJb30BaThCcs kKuakass cmechb «PreNAN
Stage 0+», Kotopas comepxur 2,88 T 6enka B 100 MJ1, mutn cyxast cMech
«PreNAN», comepxaiuas 2,32 r 6eiaka B pa3segeHuun 80 kkana/100 mi
cmecu. Tak, mig nmoaydyeHust oobeMa cMecu «PreNAN», obianarolie-
ro KajiopuitHocThio 80 KKaJi, HEOOXOAMMO B3sITh 16 T mopollika cMecu
(3 MepHbIe JTOXKKM) + 90 MJT KMITSTYUEHOM OXJIAXKIEHHOM BOJbI.

[Ipu HEBO3MOXHOCTHM MUTAHUS per 0S, HATMYUM TacTpoa30daraib-
HOMU pedIIOKCHOM 00JIe3HN Ha3HavYaeTCsl 30HA0BOE MUTAHUE TTPOAOJIKU-
TEJIbHOCTBIO He Oosiee 4 Hemenb. I1pu BRICOKOM pHCKe acIMpalnu, Ha-
PYILIEHHON XeTyTIoYHOI MPOXOAMMOCTH YCTaHABJIMBAETCS €IOHAIbHBIN
(MOCTNUIAOPUYECKUIA) 30H/I.

Ecnu tpebyeTcsa Gonee mpomoJKUTeIbHAsE HYTPUTHUBHAS TTOIAEPKKA
(Gonee 4 Henelnb), TO JOXKHA OBITH PEKOMEHI0BaHA IMMOCTAHOBKA racTpo-
CTOMBL.

ITpu Hanuunu racTpoa3odarajibHON pedIIOKCHO 00JIe3HU, HE KOH-
TPOIMPYEMOI1 010KaTOpaMU IIPOTOHHOM IIOMIIBL ¥ AUETOM (3aTyCTUTENH,
CMECH U IIp.), PEKOMEHIYETCsI TaCTPOCTOMMUSI C (PyHIOTUIMKALIMENH WJIn
€I0HOCTOMA.
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B 3aBucuMocTH OT BMIa BCKapMJIMBaHUS MOAOMPAECTCS MHIMBUIY-
aJbHBbINA MeToJ BBeneHus1. CUTIMHT Yallle BCEro MPOBOAUTCS OOTIOCHBIM
METOJOM — 1O 5—6 pa3 B cyTKU B TeyeHue 20—30 MUHYT yepe3 TpyOOUKy
JIMOO IIIPULIEM WIM «CaMOTEKOM» B XeJIyIOK (30HMI) MEXITY OCHOBHBI-
MM KOPMJICHUSIMU, MMesI IIPEUMYIIEeCTBA B BUIE IIPOCTOTHI IIPOBEICHUS,
MOOWJIBHOCTM MallMe€HTa, CHUXXEHUSI BpeMeHU BBeaeHus1 cMecu. OnHa-
KO MMeeTCsl PUCK aclupalyu, pBOThI, CIIa3MOB, METEOPHU3Ma U 33ePK-
KU OMOPOXHEHMS XKellyaka. B aTom ciaydae TpeOyeTcs meproandeckoe
(mapuuaipbHOE) BBeIeHHE 110 4—6 4acoB ¢ MepepbIBOM Ha 2—3 yaca 1160
KPYIJIOCYTOUHOE (IIOCTOSIHHOE KameabHOE) C MHAMBUAYAJIbHOI CKOPO-
ctbio. etsm ¢ mopaxkenneM [THC Hepenko HazHa4yalOT TOMOIHUTEb-
HOE KaIlleJIbHOe BBEeJICHUE CMeCH B TeueHue 6—12 9acoB B HOYHOE BpeMs,
TaK Ha3blBaeMbIN IIMKINYECKUI MeTO (HOUHAsI alTUMEHTAIIKST).

KoHTposb 3a mepeHOCMMOCThIO CMECH Ha 3Tare Mmoadopa 3HTepaib-
HOTO IMUTaHUsI IIPOBOIUTCS €XXKeHENeIbHO, 3a IT0Ka3aTeIIMU (PU3NIECKO-
ro pa3BUTHUs (Macca Tejia, pocT, MHAEKC MacChl Tejla, TOJIIMHA KOXHBIX
CKJIAaO0K) M KJIMHUKO-JIa0OpaTOPHBIMU ITapaMeTpaMy (KIMHUYECKUIA
aHaJIM3 KPOBU M MOYM, OMOXUMMYECKHUI aHanu3) — OAUH pa3 B MECSII.
ITo pesynbTaTaM MPOBOAUTCS KOPPEKTUPOBKA O0OBEMA U KAJIOPUINHOCTHU
cyOcTpaTa muTaHus Bo n30exXaHue TUIlepaIiMEeHTalliM Y CUHIPOMa BO3-
OOHOBJIEHHOTO KOPMJICHUSI.

Hexanopuiinas opajibHasi ctumysiiust y namueHToB ¢ JIIIT mpoBo-
JUTCS gaxe nmpu V ypoBHe orpaHuueHust MoTopuku 1o mkaite GMFCS
U KJIMHWYECKON TspKecTH manueHTa. CTUMYISIINUI0 MOTYT MPOBOIWTH
KaK MEIWIIMHCKNE PaOOTHUKM, TaK U JIMIIA, yXaXkKMBalollUe 3a peOeH-
KOM, MPU MOMOUIH Jibaa (TepMajibHasi), KyOUKOB (DpYKTOB (BKycOBast —
JIMMOH, aHaHac). [1oomIpsIIOTCS COBMECTHBIC MPUEMBI ITUIIM, OOJIN3bI-
BaHME UTPYIIEK, NalbleB, 0OMa3aHHbIX B efe. COBMECTHO C JIOTOIeI0M
Ipy qucaruy IPOBOAUTCS METO pa3raTbiBaHus [14].

[Tpu HEBO3MOXHOCTH MOAAEPXKUBATh HYTPUTUBHBIN CTaTyC U TUAPO-
0ajaHC C TTIOMOIIbIO METOJIOB HTEPATBHOTO MUTAHUS MTPOBOAUTCS Ta-
peHTepaJibHOE MUTAHWE C YYETOM BO3PACTHBLIX 00beMOB [23].

O0s3aTeIbHBIM TTYHKTOM PEKOMEHAALUM pPOAUTENSIM BO BpeMs
KOPMJICHUSI TOJKHO OBITh COOMIOACHME Ha3HAUeHMII HEBpPOJIOTa, TPaB-
MartoJjiora-oproneaa (HeiipoopTornena) 1o MocTypaibHOMY MEHEIKMEH-
Ty (TTO3UIIMOHHAY Tepamnus) C ILEJbl0 BEPTUKATU3AMKN pedeHKa, HOP-

77



7. MATAHUE OCOBbIX KATETOPUW JETEN HA AJIJTMATUBHOWM TEPATTUU

MajJM3alMy aKTa IpyeMa MUIIM, NMpoGMIAKTUKU pUCKa acIMpaluu,
OPTONEANYESCKUX OCTOKHEHUIA.

Kaunuueckuii npumep

Pebenoxk C., manbuuk, 12 JieT ¢ 1MarHo3oM «JleTckuii epedpaabHbIi
napajand, criacTUYecKuii TeTparapes Tskenoil crenenn, GMFCS 1V ypo-
BeHb. CITacTMKO-TIapeThyecKasl au3aptpus. HapylneHue ocanku B ca-
TUTTAILHOM TTOcKOCTU. CrubaTebHble KOHTPAKTYPhI TOJIEHOCTOIMHBIX
CyCTaBOB, KOJICHHBIX CYCTaBOB, MeX(aJaHTOBBIX W ISICTHO-(MalaHTO-
BBIX CYCTaBOB 00eux Kucteil. CrubareIbHO-pOTalIMOHHBIE KOHTPAKTYPhI
Ta300eIpeHHbIX cycTaBoB. [IpoHallMOHHBIE KOHTPAKTYPhI MPEeATIeUnid.
TyronoaBuKHOCTb JIOKTEBBIX U Jy4ye3alsICTHbIX cycTaBoB. BOH Tsxe-
JIOW CTETIEHW».

Maccatena— 16300, poct — 110 cm, UMT — 13,5, KXKCT — 3 MM,
OKPYKHOCTB Ii1eda 9,5 cm. @Puszndeckoe pa3BUTHE 110 IIKale aHTPOIIO-
METPUU U MPOJOKUTEIBHOCTU KU3HU C YYETOM COCTOSIHUSI MOTOPHBIX
dyukumit GMFCS [6] — 10 nepuenTunb (cepas 3oHa), EDACS — 111.
®aza peabumrtauuu (KMHE3MOTepanus, MOArOTOBKa K OOTYyJIMHOTepa-
nuu). [Tutaetcs npoaykramu «c¢ oodiuero croja». Ctyin 1 pa3 B 3—4 aHs.

PexomeHnmamum: mocTypajbHbIA MEHEIKMEHT (IMIO3UIIMOHHASI Tepa-
Mysi) — KOPMJICHUE C UCITOJIb30BaHUEM TeXHUYECKHNX CPEACTB peaduIm-
tarmy (TCP): yHuBepcanbHBIN BepTrKaanu3aTop (mepeaHe-, 3aIHe0rop-
HbII) WM KPECIO-KOJISICKa ¢ TIPUCTaBHBIM CTOJMKOM, TTOATOJOBHUKOM
¢ OOKOBBIMM yIIOPaMU [IJIsI TOJIOBEI, OOKOBBIMU yIIOpaMH IIJisd Tesa, Aep-
xKateneM st Hor. Mcrionb3oBanue TCP, nanmpumMep anmapat SWASH.

O6bem xuakocTu: 16,3 kr x 85 mur/cyt = 1386 mut/cyT.

KanopuitHocts mutanus: 13,9 x 110 = 1529 kxain/cyT.

DHTepajlbHOE KOPMJIEHUE METOJOM CMIIMHTa TUMEpPKaJOpUHOM
CMECHIO C KJIETYATKOM C 1IeIbI0 KOPPEKIINK 3a110poB, HampuMep «Pecypc
2,0+®daiibep» (2 kkan B 1 mut) 1o 200 M1 2 pasa B IeHb, MEXKAY MpUeMaMu
nuiy. Jotauust TOMoIHUTEILHOTO Oelika 3a cuet cMecu 36 r/cyT (2,2 1/
KI/cyT), aHepreTudeckas meHHocTb 800 kxan/cyr (7,3 Kkai/cM/cyr).
OcranbHble MOTPEOHOCTU ITOKPHIBAIOTCS 3a CUET ITPOAYKTOB IMUTAHUS.
B uenmax mpodmnaktnk octeonoposa HazHauuTh ButaMuH D 1000 ME
U PELIUTH BOTIPOC O TIpUeMe TMpenapaToB KaJbLUs C SMUIETITOJIOTOM.
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7.4. Ilutanue aereii ¢ CHHAPOMOM KOPOTKOW KUIIKH

7.4.1. Obwue ceedenusi o cunopome KOpomKol KumKu y oemei

CungpoMm kopotkoit kumku (CKK) — marojormyeckumii CMHAPOM,
O0YCJIOBJIEHHbII yMEHBIIIEHUEM IMOBEPXHOCTM TOHKOIO KHUIIEYHUKA,
KaK IpaBWIO, BCIEACTBUE COKpAIleHHUs €€ IMMPOTSDKEHHOCTH, B TOM UHC-
Jie B pe3yJibTaTe OOIIMPHBIX PE3eKIIUii, XapaKTepU3YIOIIUCs Mabad-
copOlLeit, MaJlbIUrecTUei, MaTbHYTPULIMEN U pACCTPOMCTBAMU TrOMe-
ocrta3a. CormacHo MKB-X, nanHblit cuaapomM obo03Havyaercst mudpom
K92.1 — «Hapyuienue BcacblBaHUS MOCAE XUPYPrUYEeCKOTO BMeIaTe b-
CTBa, HE KJIAaCCU(ULMPOBAHHOE B IPYTUX PyOPUKaX».

Bcerpeuaemocts CKK B monynsiuuu coctannsieT 24,4 Ha 100 000 >xu-
BopoxkneHHBIX neTeli [1]. OcHoBHOI TprmumHoil CKK aBisgiorcs oommp-
Hble pe3eKIIMM KUIIeYHUKA MPU JICYUEHUM MOPOKOB Pa3BUTHUS KUIIEU-
HOW TPYOKM, HEKPOTUUECKOTO SHTEPOKOJIUTA, OOIIMPHBIX MHBarMHaLWA
KUWIIIEeUHUKA, TPOMOO30B ME3eHTepHUaTbHBIX cocynoB. B Poccum co3man
pPerucTp aeteit ¢ CMUHIPOMOM KOPOTKOI KUIIKU, B KOTOPOM HaXOASTCS
naHHble 126 mamumenToB. Pacnpocrpanennocts CKK B Halreit ctpane,
10 JaHHBIM 3TOTO perucrpa, coctaBmia 6,31 cayyas Ha 1 000 000 neteit
B Bo3pacrte 10 18 net [2].

Jwnarno3z CKK mpaBomepeH [3]:

* Ilpu HEOOXOAUMOCTU MPOBEAECHUS MapeHTepaJbHOro MUTaHUs 60-
Jiee 3 Mecs1eB IIpU OOIIUPHOM Pe3eKIIMKY TOHKOM KUIIKH.

* Ilpu onpeneneHHON JIMHE TOHKOTO KMILIEUHUKA: Y IeTeli, Oneprupo-
BaHHBIX IIpM CPOKe TecTanuu 27—35 HeleNlb, — €CIU JIMHA KUIIed-
HUKa cocTaBjisieT MeHee 50 cM, Y TOHOIIIEHHBIX HOBOPOXKIEHHBIX —
meHee 70 cM, Y OCTaIbHBIX AETE — MpU pe3eKLUM KUILIeUHKa 6oJiee
50%.

HMcxons u3 oobema pe3eKuu, MOKHO BbIISIUTh TPU OCHOBHBIX TUIIA
KIIMHUKO-aHaToMuuecKux nsmeHenuii mpu CKK:
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1. Pe3exiinsi TOHKOM KUIIKU MPU COXPAaHEHMU XOTSI Obl YacTU IOMI-
B3IOIIHOM KWK, MJIEOLEKAIbHOTO KJIarlaHa 1 TOJICTO KUIIKK. Takue
MALMEHTHl B MEHBIIIEH CTeIIEeH! MOABEPXKEHBI TSKEIBIM PacCTPOMCTBAM
MUILIEBAPEHUS U PEIKO HYXKAAIOTCS B JUIMTEIbHOM MCKYCCTBEHHOM IH-
TaHUM.

2. Pe3ek1iust TOHKOI KUIIIKKU ¢ HAJIOXKEHHEM TOIEKUIIIeYHO-TOJICTO-
KHMIIIEYHOT'0 aHACTOMO3a. JIeTH ¢ TOIeKMIIIeYHO-TOJICTOKUIIIEYHBIM aHa-
CTOMO30M BCKOPE ITOCJIE OIlepallii YyBCTBYIOT CE0sI yIOBIETBOPUTEIIHHO,
XOTs Y HUX OTMEUAIOTCS MPU3HAKKU CcTeaTopen. B mocnemyromine mecs-
LBl TIOCTETICHHO IPOSIBIISIETCS HYTPUTUBHAS HEIOCTaTOYHOCTh. OMHAKO
CO BpeMEHEM y TaKuX IMallMeHTOB BO3MOXHa (hyHKIIMOHAJIbHAs ajgarnTa-
s CO CHIDKEHMEM ITOTPEOHOCTH B IMIIEBBIX BEIleCTBaX. YIOTpebJe-
HUe 00bEMOB MUILM, OOBIYHBIX MIJIsI 3I0POBBIX JIIOAEH, COIIPOBOXIAETCS
rosiBjieHreM auapeu. [1pu coxpaneHun MmeHee 50 ¢cM TOHKOM KUAIIIKK MO-
JKeT BOSHUKHYTh HEOOXOIMOCTb B ITOIEPKUBAIOIIEM ITApEHTEPATbHOM
nutaHuu [4, 5]. Ins geteii JaHHOM TPyl XapaKTepPHBDI:

— HapylLIeHUs BCAChIBAaHUS KETIHBIX KUCIIOT;

— HapylIeHUs BcachblBaHUS BUTaMuHa B12;

— HapylLIeHUs BCaChIBaHUS KUPOB, Pa3BUTHE CTEATOPEN;

— COKpallleHHe BpeMEeHU Iaccaxka MUILN;

— pa3BUTHE MaJIbaOCOPOLIMK, OMHAKO MEHEE BhIPAXKEHHOM, YeM Mpu
€I0HOCTOME;

— CHUHAPOM M30BITOYHOTO OAKTepUaJIbHOIO POCTA;

— CHMXKEHHUE peabCcopOLIMU MarHusl, Kajablusl.

3. Pe3ekiins TOHKOM KUIIKKM U KOJIKTOMUS C HaJOXEHUEM TOIle-
KUIIEYHOM cToMbI (etoHocToMbI). s aTtoro Bapuanta CKK xapakrtep-
Ha Ouapest ¢ pa3BUTHEM IeruapaTallii, 3JIEKTPOJUTHBIX PacCTPOICTB
(ruroMarHuemMusi, TUMOKaJIbLIMEMUSI, TUTIOHATPUEMUS) U HYTPUTUBHOMN
HEIIOCTaTOYHOCTH YK€ B OJlrKalilliee BpeMsl ITociie omepauuu. Hduapest
HapacTaeT I1ocjie IpreMa MUY Wik XUAKocTUu. Co BpeMeHeM He OTMe-
YyaeTcs 3HAUMMOM (PU3MOJIOTMIECKON amanTauny KulnedyHuka. [1pu Ha-
JINYMY €IOHOCTOMBI MAIlIMEHTY 4acTO ObIBa€T HEOOXOAWM MOCTOSIHHBIM
MpueM M30TOHMYECKUX PACTBOPOB HATPUS M TIIIOKO3bI BHYTPb, IIPUEM
aHTUAMAPEWHBIX IIPEIapaToB, B psiie CIydaeB — IMapeHTepaIbHOe ITUTAa-
HUE U BBEACHME IIa3MO3aMeHUTeNel. XapaKTepHbl CJIeayIoII1e MaTor-
HOMOHMWYHBIC TIPU3HAKU:
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— l'unepracTprHeMusi — rUINepceKperrsi CONSTHON KUCIOThl — U3b-
SI3BJICHUE TTPOKCUMAJIbHBIX OTACJIOB TOHKOU KUIIIKH.

— TloTeps XXeTYHBIX KMCIIOT IMPEBBIIIACT UX CMHTE3 B IEUCHU — pa3-
PBIB LIMKJIA SHTEPOTENaTUUECKOM [UPKYISILINU — MaJlbabCoOpOLIMST — CTe-
aTopes.

— CHuxeHue BbipaboTKu YY-nentuna (ropMoHa U3 ceMeiicTBa naH-
KpeaTu4ecKoro NoJMMenTraa) U rIIoKaroHonoa00Horo nenTtuaa-2, Ko-
TOpbIe B HOPME CEKPETUPYIOTCS KJIETKAMM CIM3UCTON OOOJOUKU TIOJI-
B3JIOIITHOU KUIIIKU, — YCWJIEHUE MaThaOCOPOIIUH.

7.4.1.1. Cundpom Kuuieunoii HedocmamouHocmu

CunapoM kuiieyHoil HenoctatouHocTu (KH) y nereit ¢ cuHapomMom
KOPOTKOM KMIIIKW TTOApa3yMeBaeT HapyllIeHUs IepeBapuBaHUS U Bca-
CbIBaHUS, MPUBOASIIME K HEOOXOAMMOCTU AOIOJHUTEILHOTO Ha3HAue-
HUSI CIIELIMAIbHOTO MUTAHUS M/ WIN BOTHO-3JIEKTPOIUTHOM ITONIEPKKH.
ITpu orcyrcTBMU anekBaTHOTrO JiedeHus npu KH pasBuBaercss HyTpu-
TUBHAsI HEIOCTaTOYHOCTh M/win neruapatauust. Tsokectb KH Ham6o-
Jiee TOYHO MO3BOJISIIOT OIPENEJISITh MAJIOAOCTYITHbIE Ha IMPaKTUKE METO-
Ikl pacyeTa OanaHca sHepruu. Mcxons u3 norpedHocteit jeyeHus:, KH
KJaccupuImpyeTcs Kak Jierkasi, CpeIHel TSDKeCTH U TsKeTast.

» Jlerkasi: HEOOXOIMMOCTh MoAOOpa CrelMaIbHON IUEThl C TOBBI-
IIEHHBIM COAepKaHNEeM HYTPUEHTOB 1/WJIH IIepOPaIbHOTO IpreMa [0~
KO030-COJIEBBIX PACTBOPOB.

* CpenHeil TsSKeCTH: HEOOXOAMMOCTb Ha3HAUYEHUsS CIlelUaibHO-
TO BHTEPAJIBLHOIO MUTAHUS U TIEPOPATHLHOIO MpHeMa INIF0KO30-COJIEBBIX
pacTBOpPOB.

* Tsokenast: HEOOXOOIMMOCTD IIPOBEACHMS MapeHTEePaJIbHOTO ITUTA-
HUSI Y BBEJICHMS TJII0OKO30-COJIEBBIX PACTBOPOB [6].

7.4.1.2. OcnroxcHerus cuHOpoma KOpOmMKOU KUWKU

BakTepuanbHbIe;

[MopaxkeHne Ile4eHM, BBI3BAHHOE KUIIECYHOM HEIOCTATOUYHOCTHIO
(IFALD, Intestinal failure-associated liver disease):

— HapylIeHNe YHTECPOTreNaTUICCKON LIUPKYISIIIAN;

— KMIICYHBIA CTa3 CTUMYJIUPYET POCT OAKTEPUIA — CUHTE3 XXUPHBIX
KHCJIOT — CTEaTo3 MeYeHH;
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— HeIpepbhIBHOE MMapeHTepaJIbHOE MUTAHUE — TUIICPUHCYIUHUZM —
CTeaTo3 MeYeHU;
— U30BITOYHOE MTOCTYIUIEHUE TTOJTMHEHACHIIIIEHHBIX JKUPHBIX KUCJIOT.
D-nakrat auumos:
— HapyllIeHHe BCAChIBaHUSI YIJIEBOIOB — M30BITOYHOE KOJIMYCCTBO
bakTepuii — cuHTe3 D-nakrara.

7.4.2. llpunyunost naiiuamueHnoz2o 1e4eHus u HympumueHou
noddepxcku demeil ¢ CUHOPOMOM KUULEHHOU HeAOCMAMOYHOCIU

basucHbIM yciaoBueM ist 3(PHEKTUBHOIO JIeUeHUs] CUHIpPOMa KO-
POTKOI KMIIKH C TIPOSIBJICHUSIMU KUIIIEYHOM HEJOCTATOYHOCTHU SIBJISICT-
cs1 obecIieueHre MMaleHTy ITOCTOSIHHOTO IIEHTPaIbHOTO BEHO3HOTO J0-
cryna. HanbHeilnass HyTpUTUBHAS TOAJEpKKa pebeHKa 3aKIIIoJaeTcs
B MHIWBUIYaJIbHOM IIOA00PE CXEMBI ITapeHTEPaIbHOTO ITUTAHUS U B T10-
CTEIeHHOM HaJlaXXMBaHUM SHTEPaJbHOTO MUTaHUs. PEKOHCTPYKTUBHO-
BOCCTAaHOBUTEJILHOE XMPYPTHUECKOe JIeUeHWe M TPaHCIUIAHTALWS KU-
meynuka y gereir ¢ CKK, mojyyaronmx nauiMaTUBHYIO ITOMOIIb, KakK
MpaBWJIO, HE paccMaTpUBAIOTCS KakK IleJecoo0pa3Hble, KIWMHUYECKU
OIlpaBIaHHBIC W/WIN OJOCTYITHBIe. [1py oKa3aHMM MaIMaTUBHOM IIOMO-
iy aetsiM ¢ CKK MoryT ObITh UCITOJIb30BaHBI:
* ruapoausathl («Anbdape», «IlenTUukeidT> U Ap.) — NPU BO3MOXHO-
CTU MPOBENECHHUS SHTEPAJIbHOIO ITMTAaHUSI IMAllMEeHTA;
* TIOJIHOE ITapeHTepajbHOE IMHMTaHHUE. CMECH «TpU B omHOM» («Hy-
tpudaekc Jlununy, «KabuBeH») — y neTeii crapiie 2 JeT;
* (hepMeHTOTEpanus;
* MHTUOUTOPHI IPOTOHHOM IOMIIHI,
* IIpernapaThl XKeJjie3a;
* >xupopacTBopuMbie BUTaMuHbl A,D,E K;
« purtamunsl Bl, B6, B12, C;
* JeKOHTAMHWHAINS KUIIeYHUKA (KUIIeYHbIe aHTUCEIITUKM, OUOTIpe-
naparhbl);
* TIpoTUBOAMApeliHbIe IpenapaThl (Jionepamun 3a 30 MUHYT A0 €Mbl,
KoaenHa docdar);
* 3HTEPOCOPOEHTHI;
* XOJIECTUpPAMUH;
* ypocodaibk;
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° IIpU COXPAHEHHOW MOAB3IOIIHONU KHUIIKE — MUHEPATOKOPTUKOUIBI
(byaApOKOPTHU30H U TUAPOKOPTU3OH);

* HOBbIe MeToAbl JeueHusl. Hanbosee mupoko o0cykaaeTcs UCHOIb-
30BaHMe dHAOTeananbHoro ¢gakropa pocta (EGF), ropmoHa pocra
(GH) u rmokarononogo6Horo nentuaa-2 (GLP-2), kotopsie 06-
JIagaloT CTUMYJIMPYIOIIUMM BO3AECMCTBUEM Ha SMUTEIUI KUIIEUYHUKA
U MOKa3bIBAIOT XOPOILIME PE3YJILTATHI TEpAIuu [6, 7].
CoBeplIeHCTBOBAaHUE XMPYPTUUECKON TEXHUKM, YCIEXH IETCKOM

aHeCTe3UOJIOTUH U PEaHUMATOJIOTMU 0e3yCIOBHO YIYy4dIlaloT UCXO Jie-
YeHUsI W BbIXaXKWBaHUSI MALIMEHTOB C TSDKEJION MATOJIOTHUEH KUIeUYHWKa,
OJHAKO 3TO MPUBOAUT K Bo3pacTaHuio uncia nauueHToB ¢ CKK.

HMcxonst u3 5KOHOMUYECKOM 1 COLIMAIbHOM 11e1eCO00pa3HOCTH, HAU -
0oJiee pallOHAJIbHO MPOBEACHUE IJIUTEIbHOTO ITapeHTEPaTbHOIO IUTa-
HUS HA 1OMY, B TOM YKCJIe MalueHTaM najuimaTuBHoro npodus [8—10].
Taxk, B CIIIA nox Ha6moaeHem Haxonutes 10 40 000 meTeit 1 B3pOCHTBIX,
MoJTy4yalolvx JoMalllHee TTapeHTepalibHOoe uTaHue. B ctpanax EBpoco-
1032 CO3JaHBI NECSATKM OPTaHM3alMOHHO-METOAMYECKUX LIEHTPOB IS
TMIOMOIIY B ITPOBEICHUU TTapEHTEePATIbHOIO IIMTAHUS Ha TIOMY.

Knunnyeckuii npumep. [1on HammmMm HabmoneHnuem ¢ 2009 roga Haxo-
nuTtcst neBouka Mapuna C., BriepBbI€ ITIOCTYIIUBIIAS B OTACICHUE peaHu-
Mauuu U nHTeHcuBHOU Tepanuu ['BY PO «Ob6mactHasd neTckast KIMHU-
yeckas 6obHUIA» T. PocToBa-Ha-/lony 13 mions 2009 1. B Bo3pacte 3 j1eT
10 3KCTPEHHBIM ITOKa3aHUSIM C KIMHUKOI OCTPOM HEMTPOXOAUMOCTU KU~
IIEYHUKA, B TSLKEJIOM COCTOSIHMM, OOYCJIOBJICHHOM BBIPAKCHHOI WH-
TOKCHUKAIIMel, TUIIOBOJIEMUE U 3JIEKTPOJIUMTHBIMU HapyliueHussMu. K3
aHaMHe3a XU3HW M3BECTHO, YTO PeOEHOK POAUWIICS OT BTOPOI OepeMeH-
HOCTH, TIpOTEKAaBIIIEH ¢ yIpOo30ii MpephIBaHMS B IIEPBOi1 TTOJIOBUHE, ¢ (e-
TOIUTALIEHTapHOI HEIOCTATOYHOCThIO U XPOHUYECKON BHYTPUYTPOOHOM
TUITIOKCHEH TIJI0A BO BTOPOI ITOJIOBUHE, TIEPBBIX CPOYHBIX POJIOB, C Mac-
coit 3500 r. /Io 2 et neBouka HabJomaIach y HEBPOIIaTOJIOTa C TMAarHo-
30M «IlepuHaranbHoe nopaxkeHue LTHC».

IMocne rociiutanuzaunu 13 urons 2009 r. peGeHKY ObLIO BBITTOJIHEHO
SKCTPEHHOE OIepaTHBHOE BMEIATEILCTBO: JIAIIAPOTOMUSI, CyOTOTAIIb-
Has pe3eKUMsI TOHKOIO KUIIeYHMKA, HAJIOXEeHHUE ABYCTBOJBHOM 3HTE-
poctoMbl. Ha ocHOBaHMM KJIMHUYECKUX TaHHBIX U PE3yJIbTaTOB orepa-
LUK OBUI TIOCTaBJICH XMPYPTMUECKUI ITUArHo3: «BpoxXmeHHBI MOpoK
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pasButusa KKT — cunapowm Jlenna, TpomM0603 apTepuit OpbIKEIKN TOH-
KOro KMIIeYHHKA, HeKpOo3 TOHKOro KuiIeuHuka». Ilocne cydToTanbHoOM
Pe3eKILMY TOHKOTO KMIIIEYHUKA ObUIO COXpaHEHO OKO0JI0 30 CM TOHKOTO
KUIIIeYHUKA.

20 utons1 2009 r. 6pU1a BBITOJHEHA IMTOBTOPHAS OorepaLus B IIIaHOBOM
MOpSIAKE: pelarnapoToOMUsl, HaJIOKEHHNE TOHKO-TOHKOKMIIEYHOIOo aHa-
CTOMO3a C LIeJIbIO 3aKPBITUSI SHTEPOCTOMbI MU BOCCTAHOBJICHUST TPOXOAU-
MOCTH KMIIIEYHUKA.

IIpyHuMasi BO BHMMaHUE HEOOXOAMMOCTbH JJIMTEIBHOIO MapeHTe-
pampHoro mutanug (I111nT), 14 aBrycra 2009 1. HamMM OBIJTa OCYIIECTBIIE-
Ha MMIUTIaHTaLMs TOCTOSIHHOTO MOIKOXKHOTO BEHO3HOTO ITopTa B OacceitH
BEpXHEW MOJON BEHbI Yepe3 JIEBYIO MOAKIIOUMYHYO BeHy [11]. TTITur
OBLIO IIPOIOIKEHO HEIOCPEICTBEHHO I10CJIe YCTAHOBKY BEHO3HOTO 0P~
ta. OcHOBHBIM npernapatoM mis [T ut sensuics «Hyrpudnexke 40/80». B
Ka4yeCTBe MUTATEIbHON CMECH IJII YaCTMYHOIO 3HTEPAIbHOIO ITUTAHUSI
(BI1) ucnonw3opaics npenapat «Hyrpuapunk». leBouka Obljia BbIIKUCa-
Ha 25 aBrycta 2009 r. B y1oBJI€TBOPUTEIbHOM cOoCcTOsIHUM. ot DIT K Mo-
MEHTY BBIMUCKU He TipeBbiana 10% ot aHepreTnyeckoit moTpeOHOCTH.

B uensx opranuzaumu nocrosHHoro IIIIuT B nomMamiHux ycioBU-
SIX poauTen pedeHKa ObLIM MHCTPYKTUPOBAHBI U OOYUYEHBI 3JIEMEHTap-
HBIM MpaBUJIaM yXoJia 32 BEHO3HbIM MTOPTOM U TOJIb30BaHMEM aBTOMATU -
YeCKMM MHQY3MOHHBIM HACOCOM, KOTOPBII ObUI IpeNOCTaBIeH Hallei
MeIulLIMHCKOM opraHu3auueil. [Tpuodperenue npenapatoB mas I[1TTut
OBLUIO OCYIIIECTBIEHO LEHTPAIIM30BAaHHO Yepe3 MUHUCTEPCTBO 3IPaBO-
oxpaHeHUs1 PocToBcKoOI 001acTu.

HyTtpuTtuBHasa nonaepxkka pedbeHKa OCyIIeCTBIISIacCh MOATANTHO, Ha-
ypHas oT nonHoro I1IIur, ¢ mocTeneHHBIM IIepexX0aoM Ha YaCTUYHOE
IITIuT 1 oKOHYaTeILHBIM TTepexonoM Ha nojHoe D11 B 2014 roay, To ecThb
B TCUEHME 5 JIET ITOC/Ie OIICPaTUBHOTO BMEIIATEIbCTBRA.

3a BpeMsl JIeYeHUsI OCYIIECTBIISUICS MOCTOSIHHBIM MHAMBUIYaJIbHBIN
nonbop mnpenapatoB IITIUT U AMETHI B COOTBETCTBUU C KIAMHUYECKMU-
MU JAaHHBIMU [4, 5], OCYIIECTBISITUCH KOHCYJIbTALIMA XUPYPTOB, aHEe-
CTE3MO0JIOTOB-PEaHMMATOJIOTOB, TEAMaTPOB, Bpaueil-auerosnoros. [le-
BOYKa HEOTHOKpATHO TIpoxonmia Kypchl JedeHus B I'BY PO «O1Kb»
r. PocroBa-Ha-[ony, B kimHuke ['bBOY BIIO CIIGIIMY M3 P®
(r. Cankr-IlerepOypr), @®IAY HL3 M3 P® (r. Mocksa).

86



7. MUTAHUE OCOBbIX KATETOPUM TETEVN HA MAJUTMATUBHOW TEPATIUU

Crnenmyer OTMETUTh, YTO B T€YEHME MEPBOIO Iroja IOCje Olepaluu
OCHOBHBIM BHMIOM HYTPUTHUBHON ITOAIEPKKU ocTaBajoch I1IIut cme-
cbro «Hyrpudaekc 40/80» B pexkume mocTostHHON nHPy3un 20—22 gaca
B CyTKU. B He3HauuTe IbHOM 00beMe (0K0J10 10% OT sHepreTu4ecKoit mo-
TpeObHOoCTH) pebeHoK mnoydan D11 npenapatamu «HyTpuapuHks», «Hy-
TpuoH», «Ilenramen», nuety Ne4. Yeenuuutb 00beM D11 Ha HauanbHOM
aTame He IPeACTaBIsVIOCh BO3MOXHBIM BCIEACTBHE BBICOKUX ITOTEPh
KMIKOCTH M HETIepeBapEHHOM IMUIIU CO CTYJIOM.

IToctenennsiit mepexona ¢ IITut Ha momHoe DIT OBLT OCylIECTBIEH
B TeueHue Tpex JieT K 2014 romy mom KOHTpPOJIeM KIMHUKO-TadopaTop-
HbIX JaHHBIX. [1py 3TOM exXeMeCsTYHO YMEHbIaICs 00beM U KPaTHOCTD
BBeneHus ITTIuT omHOBpeMeHHO ¢ yBeanueHrueM oobema D11, o0CHOBHBIM
3JIEeMEHTOM KOoToporo ctana nueta Ne4, B manbHelieM — queta No5.

Ha navyanbHOM 3Tame jiedeHUs IJIsT Hac HanmOoJiee BasKHBIM OBIT BO-
MIPOC COXpaHEHUS JIMTEIHLHOTO BEHO3HOTO moctyma. IlepBrie nBa roma
SKCIUTyaTallusl TTOPT-CUCTEMbI Obla JOBOJIbHO MHTEHCHUBHOM C eXeHe-
nelbHOM 3aMeHol uribl I'ydepa. B ¢BsI3u ¢ pazBUTHEM OCI0XKHEHUS (110-
SIBJICHUS TIPOJICXKHS Had pe3epByapoM) mopT-cuctema 27 masg 2011 r.
ObUIa yoajeHa W IMOBTOPHO MMIUIAHTHPOBAHA 4yepe3 MPaBYIO MOIKIIIO-
YUYHYI0 BeHy. TakuM o0pa3oM, IOPT-CHUCTEMa IOCTOSIHHO YCIEHIHO
BKCIUIyaTUpOBaIach B TeUeHUE OBYX JeT. [IoBTOpHO MMITJIaHTMPOBaHHAS
MOPT-CHUCTEMA MCIIOJIH30BaIaCh MEHEee MHTEHCUBHO B CBSI3U C IIOCTEIICH-
HBIM TIepexonaoM Ha DI1. Ona 6su1a ynaneHa B 2014 roay B CBSI3U C OTCYT-
CTBUEM HeoOXxonumMocTu B najbHeltem IIITur, T.e. aKcIlyaTupoBajach
B T€YEHUE TPeX JIeT.

Tsexenast mpuoOpeTeHHasT MaTOJIOTMs KUIIEYHUKA U JUTUTEILHOE Ma-
pEeHTepalIbHOE TUTAHUE SIBWJIMCH IIPUIMHON pa3BUTHUS Y peOeHKA BTOPUY-
HOM MaToIoTuu. Y NeBOYKM ObLT AMarHOCTUPOBAH IOBEHUJIbHBIN MoJMap-
TpUT, «overlap-syndrome» (ayTOMMMYHHBI XOJQHTUT, ayTOMMMYHHBIN
TeraTuT, XpOHMYECKUI TaHKpeaTuT), CTeaTo3 MeueHu 1 CTereH!.

HeBouka TpomoJKaeT AWHAMMYECKM HAOIIOZAThCS CIIELMaIMCTa-
mu I'BY PO «OJIKbB» 1. PoctoBa-Ha-/loHy. B HacTos1ee BpeMst oHa Ha-
XOJIUTCS Ha UHAMBUAYaJIbHOM JoMalllHeM oOyueHuu. ITocrne 8 neT He-
MPEePHIBHOM HYTPUTHUBHON MOMACPXKKH aHTPOIIOMETPUIECCKUE IaHHBIC
JeBOYKHM B HACTOSIIMI MOMEHT (Bec 21,5 Kr u poct 124 cM) HaxoaaTcs
3a TIpefeIaMy IeHTUIBHBIX TaOJIUII IJ11 Bo3pacTa 11 JIeT M COOTBETCTBY-
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0T JaHHBIM 6—7-J1eTHero pebeHka. MHmekc Macchl Tejia cocrasisier 13,9
U COOTBETCTBYET TSIXKEJIOU CTETIEHU HYTPUTUBHOW HETOCTAaTOYHOCTH.

Takum obpa3oM, gJaHHOE KJIMHUYECKOE HaOMIoIeHNe B o4YepeaHOMn
pa3 moarBepxknaer, yro maauresbHoe I1IIut TpedyeT HamexXHOro U moj-
TOBPEMEHHOTO LIEHTPAJIbHOTO BEHO3HOTO JOCTYIIa, OMHMM 13 BApUAHTOB
KOTOPOTO SIBJISIETCS TOCTOSIHHAS TIOKOXHAsI TOPT-CUCTEMA.

Y4uuTeiBasg TEPCNEKTUBY TMOCTOSSHHOTO MHOTOJIETHETO JIEYEHUS,
€IMHCTBEHHO BO3MOXHBIM M 3KOHOMMWYECKM OIIPAaBIAHHBIM METOIOM
ITITut pedbenka ¢ CKK sBnsiercs nmposeneHue [11Iut B toMamrHux ycio-
BusiX. CoBepIIEHHO HEOOXONMMBIM CJIEAYEeT CYUTATh OOYIeHHE POIUTE-
Jielt pebeHKa OCHOBaM yXoJa U 00CTy>KMBaHUSI.

Jleuenue nereit ¢ CKK TpedyeT MyJbTUAUCUMILUIMHAPHOTO TMOAXO-
na. Ha pasHbIx 3Tanax JiedeHUus U peadbuiuTalyyu HEOOX0IMMO y4acTue
0OJIBIIIOTO YKCJIa PA3HBIX CIIEUATIMCTOB: TETCKUX XUPYPrOB, aHECTE3NO-
JIOTOB-PEaHNMATOJIOTOB, IIEANATPOB, IUETOJIOTOB, KIIMHUIECKUX IICUXO-
JIOTOB M UHBIX COTPYAHUKOB MEAUIIMHCKUX OpraHU3aluid.
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7.5. Iluranue U ruapaTamms aerei
B NOCJIETHME THU M 9AChI XKU3HU

ITo panueiM BO3, okomno 1,2 MuIMoHA JeTeil B MUpe HYXKIAIOTCS
B MaJUTMaTMBHOM MOMOIIY B KOHIIEe XXn3HU. Hanbonee yactoit mpuumHoi
CMEPTU SIBJISIOTCSI COCTOSIHUSI HeOHaTajbHOro Tepuoaa (66%) u Bpox-
JICHHBIC TOPOKU pa3BUTHSI/TeHeTHUecKas naTtojorus (25%) [1].

HckyccTBeHHas HyTpUTHMBHAS TIOIIepKKa U ruapaTauust (C IoMo-
LIbI0 30HIOB, CTOM, IApeHTepalbHOE MUTAHUE, IMOAKOXHOE BBEICHME
JKUIKOCTE) SIBJISIETCS OMHUM U3 CIIOCOOOB MEITUITMHCKOTO BMEIIATEIb-
CTBa, LIeJIECO0OPa3HOCTh KOTOPOTO JOJKHA OLIEHUBATHCS HA BCEX ATarnax
TeueHus1 6one3Hu [2—5].

89



7. MATAHUE OCOBbIX KATETOPUW JETEN HA AJIJTMATUBHOWM TEPATTUU

7.5.1. Kaunuxo-namoeenemuyeckue 0co0eHHOCMU HYMPUMUBHOUL
nodoepicku demeii 6 MEPMUHAALHOM nepuooe 3a00.1e6anHus

[lepron mocaegHUX THEW W 9aCOB XKU3HU, YaCTO HA3bIBAEMbIN B JIU-
TepaType «KOHIIoM X13Hu» (End-of-life), mpemmmomaraeT MUHUMHU3AINIO
MEIUIMHCKMX BMEIIATeJIbCTB U JIEKAPCTBEHHBIX MPEIapaToB C ILIEIbIO
peanu3aly KOHIEIIIUM «XOPOIIei, CIIOKOMHOI CMepTU» U CO3daHUSI
MaKCHUMaJIbHO KOM(MOPTHBIX YCIOBUI IS TTallMeHTa U ero ceMbu. B me-
pUOI YMUPAHUS MOCT IIOATOTOBKA OpraHM3Ma K CMEPTH, 3aMeJISTIOTCS
OOMEHHBbIE TIPOLIECChl U paboTa XKeayIoUYHO-KMUILIEYHOIro TpakTa, pede-
HOK HaYyMHAeT 3HAYMTEJIbHO MEHBIIIE €CTh U IUThb, YTO SIBJISICTCS €CTe-
CTBEHHBIM TIPOSIBIICHUEM yracaHUS opraHmu3ma [2—5].

[Tpu oxazaHMM Na/UIMATUBHOM MOMOIIM pelIeHUe BO3AepPKaTbCs OT
HayvaJia IIpoBeACHMS WIN PEllIcHUE O TTPeKpallleHUH NCKYCCTBEHHBIX CIIO-
Cc000B nonaaepKaHus XKU3HU B TEPMUHAIBHON CTaAUU U HEIIOCPEICTBEH-
HO B IIOCJIEIHUE THU W YaChl XKMU3HMU SIBJISIETCSI OOILIEMUPOBOIT IPAKTUKOM
Yy YMUpPAIOIIUX OeTel C JOCTOBEPHO YCTAHOBJICHHBIMU HEW3JICYUMbBIMU
MPOrPEeCCUPYIOIIUMHU 3a00JIeBaHUSIMU. DTO MPOBOAUTCS C 0OOIOIHOIO
pelIeHUsT MeIUIIMHCKOTO IIEPCOHAIa M CEMbM peOeHKa IS IIOBBIIICHUS
KoMdopTa pedbeHKa U CeMbU B IIEPUOI TIepe CMEPTHIO U IS YYUIIEHUS
KayecTBa yMUpaHus [6].

PebGenok, HaxomsIuiicsa B CO3HaHNUM, 10 MOMEHTAa CMEPTH €CT U IIbeT
€CTECTBEHHBIM ITyTeM, 4YacTO, MAaJCHbKMMU ITOPLMSIMUA, €CTECTBCH-
HBIM 00pa3oM PeTyIUpYsI ¢ KaXIbIM JHEM YMEHBIIAIOIINECs ITOTPeOHO-
CTU opraHusMma Ha (poHe MpOorpeccCupoBaHUsSI OCHOBHOTIO 3a00Ji€BaHMSI.
KoMmnieHcaTopHass MUHUMM3AIIAS €6l ¥ BOIBI B ITOCJCAHNE THA M Yachl
>KM3HU TIPUBOIUT K KETO3Y U BEIPAOOTKE SHIOI€HHBIX OIMATOB, K YIIy4-
IIEHWIO KayecTBa yMUpaHus. B 3ToT nmepuon netu, Kak mpaBuiio, HE MC-
MBITHIBAIOT TOJION WJIM CHJIBHYIO Xaxmy. HekoTopble ety mpakTudecKu
MepecTaroT MPOCUTh €CTh U IMUTh B IociaeaHue 48—72 yaca XK1U3HU, OCO-
OCHHO eCJIM HAXOISITCS B COIIOPO3HOM WM 0€CCO3HATEIIbHOM COCTOSI-
HuM. OYeHb BaXKHBIM KOMITOHEHTOM B 3TU JHU SIBJISIETCS YXOI 3a CJIM-
31CTOI pTa M ee IOCTOSHHOE CMauyMBaHUE, cemalnsi, 00e300IMBaHue,
MICUXOJIOTUYECKasl U AyXOBHas MOAAEPXkKKa, KOHTPOJIb CUMIITOMOB. Mc-
cJIeIOBaHMs TTOKA3ajId, YTO UCKYCCTBEHHOE KOPMJIEHHE B KOHIIE KM3HU
He TIpUIAeT CUII MMAMEHTY, He yay4iaeT (PyHKINOHUPOBAaHNE OPTaHU3-
Ma, He TIpoJIeBaeT XU3Hb U HE YTOJISIeT XKaxay, ecliu oHa ecTb. Hao0o-
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POT, arpeccuBHOE (HACUJIbCTBEHHOE) KOPMJIEHNE UCKYCCTBEHHBIMU ITY-
TSIMU (4epe3 Ha30TacTPaTbHbIA 30H]I, CTOMbI, ITAPEHTEPATbLHO) «B KOHILIE
SKM3HW» MOXKET IIPUBECTH K HAKOIICHUIO XUAKOCTU M OTeKaM, K aCIIUTY,
IUIEBPUTY, YCUJICHUIO CEKPELIMU CJIU3U, IMapee, aclMpali, TOIIHOTE,
pPBOTE, YCYIyOJIeHUIO CTpandaHuii nauuenTa [7—11].

KpoMme Toro, cyiecTByOT IJIUTEIbHO IIPOTEKAIOIIMe COCTOSHUS,
MIPY KOTOPBIX IT0JIb3a OT UCKYCCTBEHHOI HYTPUTUBHOM MOIACPXKKHI 1 T -
JIpaTalliyd MOXET ObITh TOXKE COMHUTEJIbHA, HATIpPUMEP IJIUTEIbHBIN BeTe-
TaTUBHBIN cTaTyc (0oJiee OJHOTO rojia Mocjie TpaBMaTUYeCKOro mopaxe-
Hust ITHC u 6o71ee Tpex Mecs1eB mocjae HeTpaBMaTUIECKOTO ITOPaXKeHMUS
LIHC B pe3ynabraTe TSKeJIOM aHOKCUM/TUTTOKCUM); TSKeJIble Manbgop-
MallMM TOJIOBHOTO MO3ra (Hampumep, aHsHLehanus) u apyrue 3adose-
BaHMS B Te€X CIyYasiX, KOrma IIPOrHO3 B OTHOIIEHUH XKU3HU U YaCTUYHOTO
BOCCTAHOBJIEHMSI CO3HAHUS KpaiiHe HeOiaronpusTHeiil [6, 12—15]. Ho-
BOPOXXICHHBIE W JETH B BO3pacTe A0 1 roja XXM3HU TaKKe MOTYT MMETh
OrpaHUYMBAIOIIME XXKU3Hb 3a00JI€BaHUSI M HYXIAThCS B MaJTMATUBHOM
TTOMOIIY U B TIOMOIIM B KOHIIE XKn3HU. CrieKTp 00JIe3HEe BKIIOYAET TSI~
JKeJTyI0 HeTOHOIIIEHHOCTD 1 €€ MOCJIEICTBUSI, POJOBbIE TPaBMbl, T€HETH -
YeCcKMe U KOMIUICKCHBIE BPOXIEHHbIE aHOMAJIMU, YTO IIPUBOIUT K TIpe-
JKIEBPEMEHHOI CMEPTU B MEPBbIE IHU WJIK B MIEPBbIE TOALI 3KMU3HU [16].

Tak kak sHTepaJIbHOE U MapeHTepalbHOE NMMUTaHUE Yepe3 Crielralb-
HBbIE IIPUCITOCOOJICHHSI pacCMaTPUBACTCSI KaK MEIUIIMHCKOE BMEIIATEIb-
CTBO, TO B IIEpUOJ yMUPAHUS («B KOHIIE KU3HM») 1IeJIECO00Pa3HOCTh €TI0
MpOBEeICHUST U 00BEM JNOJIKHBI OOCYKAAThCS C POAUTENSIMU U TIepPCOHA-
JioM. Ponutenu MoryT oTnaTh NpearnouyTeHrue eCTeCTBEHHOMY ITyTH KOPM-
JICHUSI ¥ BBEACHMSI XXUAKOCTU 0€3 MEIMLMHCKUX M3IEIUil B YCIOBUSIX
CTallMOHAPHOTIO MAJJIMAaTUBHOTO OTAEICHNS MJIM XOCIIHCA Ha TIOMY.

7.5.2. Ilpunuunst npunamus epa4eOHbix peuieHuil 06 oo6seme
euopamauuu u NUMAaHUs pedGeHKa 8 KOHue HCU3HU

C MOpaJIbHO# 1 3TUYECKON TOYKHU 3pEHUsI KOJIJIETMaIbHOE pellieHne
0 BO3JIep>KaHWUM OT MPOBEACHUS WM ITPEeKpalleHUH TTPOBEICHMS UCKYC-
CTBEHHOW HYTPUTUBHOM TTOAAEPKKA U TUAPATAIIIN TPUHUMAETCS TOT/Ia,
KOrJa Iojib3a OT Hee COMHUTEJIbHA MJIM He TepeBellBaeT HeraTuBHbIE
nocseactsus [6, 17—18]. ITpu 3ToM JOKHBI COOTIOAATHCS CIEAYIOLINE
MPUHLUIEI [6]:
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Hetu, KOTOpble CIIOCOOHBI OE30MaCHO €CTh 1 IMUTh U KOTOPhIE ITOKa-
3bIBAOT JKEJIAaHWE €CTh WJIU ITUTh, JOJIKHBI MOJIy4aTh HYTPUTUBHYIO IO -
IEePKKY ¥ TUIpaTaILnIo.

HyTtputuBHas moaaepxxka v ruapaTaliusi, IPOBOAMMbIE MCKYCCTBEH-
HBIM CITIOCOOOM C ITOMOIIBI0O MEIUIIMHCKUX IIPUCIIOCOOICHU, TOIKHBI
paccMaTpuBaThCs KaK MEIUIIMHCKUE BMeIIaTeIbCTBa, KOTOphIe 110 pa3-
HBIM IIPUYMHAM MOTYT He TIPOBOIUTHCS WM MpeKpallaThesl, KaK U JIFo-
0011 Ipyroi BUI JICUEHUS.

[MpuHsTHE peleHnst, OYACT JIA IMPOBOIUTHLCS Ta WU WHASI MEIULIMH-
CKasi MaHMITYJISILMS WK JIeYeHNe, JOJDKHO OCHOBBIBAThCSI Ha 00CYXKIIe-
HUU TUTIOCOB M MUHYCOB ISl peOeHKa.

[MpuHsATHE pelIeHNs JOKHO (OKYCHUPOBATHCS HA HAMIYYIIIMX MHTE-
pecax pebGeHka.

BozpaepkaHue oT mpoBeneHMs1 100 MpeKpalleHue UCKYCCTBEHHOM
HYTPUTHUBHON IOAIEPKKU WJIM THApATalluy — WHAWBUAYAJIbHO M MO-
pajbHO BO3MOXHO, €CJIM 110 MOPaJbHbIM COOOPaKEHUSIM 3TU MEIUIIMH-
CKI€ BMEIIaTeJIbCTBA He SIBJISTIOTCSI HEOOXOIUMBIMH.

HyTtputuBHas nmoaaepxxka v ruapaTalius, IPOBOAMMbBIE MICKYCCTBEH-
HBIM CITOCOOOM C TMOMOIIBI0 MEIWIIMHCKHMX IPUCIOCOOJICHUI, MOTYT
OBbITh MpeKpalleHbl Y pedeHKa ¢ 0€3BO3BpATHO YTEPSIHHBIMU CO3HAHUEM
M COCOOHOCTBHIO B3aMMOJIEHCTBOBATh ¢ OKPYKaIoIlei cpenoil (Hampu-
Mep, OeTU C JINTEIbHBIM BeTeTaTUBHBIM CTATyCOM WJIM IE€TH C aHOHIIC-
danwueii). [1Ipu 3TOM AMarHo3 M MPOTHO3 JOJKHBI OBITH TTOATBEPXKIECHbI
KOHCUJILYMOM OITBITHBIX CITEIIMAJIICTOB B 3TO# 00JIaCTH.

HyTtputuBHas moamepxxka v rugpaTaliusi, IIPOBOAMMbBIE MCKYCCTBEH-
HBIM CITOCOOOM C TTOMOIIBI0O MEIUIIMHCKMX IPUCIOCOOJEHWI, MOTYT
OBITh MpPEKpallleHbI Y IeTei, B Clydae KOIma JaHHBIE CIIOCOOBI IPOIIe-
HUS XKU3HU YCYTYOJISIIOT MYYEHMST B KOHIIE XXM3HU. B MOgoOHBIX cUTY-
alMsIX OCTOSIHHASI MCKYCCTBEHHAs TUApaTalus U MMUTaHUE YacTO JAl0T
0oJIbllIe MUHYCOB, YeM TLII0OCOB, TMOBBIIIAs TUCKOMMPOPT pedeHKa U eTo
ceMmbu. B 3Ty rpymity BXoosT, HalIpuMep, T ¢ TEPMUHAIBHON cTanueit
J1100011 00JIE3HU B MIEPUOA YMUPAHUS; T C BPOXICHHBIMU HeoIllepa-
OeIbHBIMU ¥ HECOBMECTUMBIMU C KM3HBIO TIOPOKAMMU Ceplia; HOBOPOXK-
IeHHBIC C areHe3Mel IMOYeK WIH C TSKEIbIM, HECOBMECTUMBIM C XKI3HbBIO
BPOXXIEHHBIM MOPOKOM KHIIIEUHUKA, YbM POAUTEIN BbIOpaIM Iajlivda-
TUBHBIN ITyTh BeJcHUS peOCHKA.
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Pomutenu miam 3aKOHHBIE MPEACTaBUTENIN peOEeHKA BCeraa JTODKHBI
OBITh BOBJICYEHBI B IIPOLIECC IIPUHITHS PEIICHUS 1 JOJIKHBI ITOAIEPKI-
BaTh pelICHME BO3AEPKATLCS WM MPEKPATUTh UCIIOIb30BAaHUE MEIM-
LMHCKUX MIPUCITOCOOJIEHUI UTIsI KOPMJIEHUST WJIM BbITIaBaHUS peOeHKa.
B ciygae npuHSITHASI TAKOTO pelIeHNST POIUTEIIN JOJKHEI OBITh YBEPEHHI,
4TO UX peOEHOK OyIeT YyBCTBOBATh ceds1 KompopTHO. Kpome Toro, po-
TUTENIN OOJDKHBI TOJYYUTh IOJHYI MHMOPMALNIO O IMpeaIiojiaracMoii
MPONOKUTEIBHOCTH KU3HU U BO3MOXKHBIX COOBITUSIX, KOTOPHIE MOTYT
MPOU30MTU NIPY MIPUHSATUU TTOAOOHOTO peleHus. B cirydyae mpuHATHS
pelIeHNST O BO3AEPKAHUU / MpeKpalleHUU UCIIO0Ib30BaHUS MEIULIMH-
CKMX MPUCTOCOOJIEHUI 7151 KOPMJIEHMSI / BbITTauBaHUs peOeHKY TOIXKHA
OBITh TApAaHTUPOBAaHA U IIPOBOAUTLCS TAJUIMATUBHASI IIOMOIIH B IIOJTHOM
00beMe, BKIII0Yast IIPOTOKOJI KOMGOpTa, cefalli, TMTMEHBI IIOJIOCTH pTa
u ap.

B ciyyae HeomHO3HAYHBIX WJIM TTPOTUBOIIOIOKHBIX MHEHUI IIPU pe-
IIEHUU BOMpPOCa O 1IeJeCO00Pa3HOCTU MCIIOIb30BAHUS MEIUIIMHCKMUX
MIPUCITOCOOICHUI IJIsT KOPMJICHMSI/BhIIIauBaHUsI peOeHKA HACTOSITEIILHO
PEKOMEHIYETCS IPUBJICUCHUE CIICIUATIMCTOB 110 MEIUIIMHCKOM TUKE /
OMO3THUKE.
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8. IPNJIOXKEHUA

IIpunoxenue 1

OcHogHble depununyuu neduampu4eckoli NALAUAMUBHOU NOMOUU

B Hacrosiiee BpeMsI B MEXIyHAapOTHOW MEIWIIMHCKONM ITPaKTUKE
HE CYIIECTBYET €IMHOTO OOIIENPUHSTOrO OIpeAeIeHUsT TeauaTpude-
CKOU TTaJIZTMaTUBHON IToMoIIM. Bo MHOTOM 3TO oIpenessseTcs He3aBep-
IIEHHOCThIO OPTraHM3allMOHHO-METOAMYECKOro Ioaxona K IpodieMaM
HEeU3JeunuMO OOIBHBIX IeTel, a TakKe pa3HOOOpa3ueM CTPYKTYphI U (hu-
HAHCUPOBAaHUS Pa3IMYHBIX HAIIMOHAIBHBIX CUCTEM 3IpaBOOXPaHEHMS.

[Mpennaraem BallleMy BHMMaHWUIO HauboJiee 4acTO HUCIOJb3yeMbIe
B MEXIYHAPOIHBIX JTOKYMEHTAX OIIpeAc/ICHUS IOHSITUI <«IIeauaTpude-
cKasl majuIMaTUBHAS IIOMOIIIb« ;

CornacHo ompeaeneHU0 AMEPUKAHCKON akKaJeMuM TieauaTpuu
(American Academy of Pediatrics, 2000), «nariuamuenas nomowp oe-
mam — 3TO MOJIeIb OKa3aHUs TTOMOIIY MallMeHTaM U CEMbSIM, KOTOpbIE
CTpafaloT OT KMU3HEYTPOKAIOIINX 3a00JIeBAaHUIT».

CorniacHo onpeaeneHno Accolialiuy NajTMaTUBHOM MMOMOIIH Je-
M Benuko6puranum (2008) (¢ 2011 roma — «Together for short life»),
«NAAUAMUBHASL NOMOUL 0emAM — DTO aKTUBHAsI BCEOOBEMIIIONIAS T10-
MOIIIb IE€TSIM/TIOAPOCTKAM C OHKOJIOTUYECKUMM U IPYTUMU YTPOKAFOIIN -
MM XM3HU U IIPUBOASIIMMM K IIPEKAEBPEMEHHO CMEPTU XPOHNIECKIMU
3a00JIEBAaHUSMU, 1IEJIbI0 KOTOPOI SIBJISIETCS BBISIBIEHUE U YIOBIETBOPE-
HUe PU3NIECKNX, TICUXOJIOTMIECKIX, COIIMAIBHBIX 1 JYXOBHBIX ITOTPe0-
HOCTell 00JIbHOTO pedeHKa 1 YWICHOB €TI0 CEMbHU, YIIyUIlIeHe KauecTBa UX
KM3HU C MOMEHTA BBISIBJICHUS 3a00JIeBaHUsI, HAa BCEM IPOTSKEHNU 00-
JIE3HU 10 CMEPTHU U B IIEPUO TSLKEJION yTPaThI».

CornacHo omnpeaenaeHutro  BO3  (www.who.int/cancer/pallietiva/
definition/en/ Dec 2012), naasauamuenas nomousp demsam — 3T0 aKTUBHAs
KOMIUIEKCHasl TOMOIIb TeJly, YMY U Jyliie 00JbHOTO pedbeHKa ¢ HeusJe-
YUMBIM, OTPAaHMYMBAIOIINM CPOK XKM3HM 3a00JIeBaHMEM, a TaKKe ITOM-
nepxxka ero cembn. [lannmmatnsHas nomomis (ITIT) HampaBiieHa Ha TTOBBI-
IIeHWe KauecTBa XX13Hu nmaimenTa. [1I1 HaunHaeTtcs, koraa 3aboneBaHue
TOJIBKO TUaTHOCTUPOBAHO, 1 IIPOIOJIKAETCS HE3aBUCUMO OT TOTO, IOy~
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yaeT peOeHOK CIelralibHyI0 (HaIlpaBJIeHHYI0 Ha U3JIEUeHNE) Teparinio
niu HeT. [1I1 TpedyeT My IbTUANCIUTUTMHAPHOTO MOIX0Aa.

KortoueBbIMU TOHSITUSIMY TTAJIMATUBHON MEIUIIMHBI SIBJISTFOTCST «CO-
CTOSTHUSI, OTpaHWYMBAIOIIME MTPOIOIKUTEIbHOCTD KU3HU» U «yTrpoXKa-
IoIIMe XU3HU cocTosiHUS». IlpuBomuM ux ompenenenust (Goldman A.,
Hain R., Liben S. Palliative Care for Children. Second Edition of Oxford
Textbook, 2012):

Cocmosanusa, oepanuuugarowjue npodoaxcumeavnocrmv xcusnu (Life-
limiting conditions) —3a00neBaHUsI WU COCTOSIHUSI, TIPU KOTOPBIX HET
000CHOBaHHOI HaHeXIbl HAa M3JIEUCHNE 1 KOTOPhIE HEM30EXKHO IIPUBO-
JIAT K TIPEXAEBPEMEHHOMN CMEPTH.

Yepoocaromue ncusnu cocmosnusn (Life-threatening conditions) — 3a-
0oJieBaHUsI WIM COCTOSIHUSI, IIPU KOTOPBIX KYpaTUBHOE JICUEHUE MOXET
ObITh KakK 3(@MEKTUBHBIM, TaK U Hea(pHEeKTUBHBIM (HAIIpUMep, OHKO-
Jorus). OrpaHUYMBAOIINAE CPOK KU3HDb 3a00JI€BaHMSI MOTYT BKJIIOUATh
U YTpOXXarollue XKU3HU 3a00/1eBaHMSI.
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IIpunoxenue 2

OcHogHble epynnbl nALUEHNMO08, N00AedCauux neouampu4eckoil
RAAIUAMUBHOU NOMOULU
(Esponeiickas accouuauus nasiuamueroil nomowiu, 2009):
I I'pynma:
ZKuzHeyrpozKamouue COCTOSHHS WK 3200J1eBaHN, 115 KOTOPbIX Kypa-
THBHOE JIe4eHHE BO3MOKHO, HO OHO MOKeT ObITh He3(h(heKTHBHBIM.
ITlpumepot nodobHbIX 30000€6aHUILL:
— 3JI0KaueCTBeHHbIE HOBOOOPA30BaAHMUS;
— HeoOpaTuMasi HeIOCTaTOYHOCTh BHYTPEHHUX OPTaHOB (Ceplle, IT04-
KU, TIEYEHD).
II rpynma:
3a0oJeBaHus, NP KOTOPBIX JJIMTEIbHOE MHTEHCHBHOE JieYeHHE Ha-
MPaBJIEHO HA MpPOAJIEHHE XKU3HU U MO3BOJIIET BECTH HOPMAJBbHYI0 AKTHB-
HOCTb, HO BO3MOXKHA NpeKIeBPeMeHHAS CMePTh.
Ipumepol 3ab601e6anuUil OAHHOIL 2pYnNbL:
— MYKOBHUCIIHIO3;
— HelpomereHepaTuBHbIe  3a0ojeBaHus  (Oone3Hb  JlfomieHHa,
CMMHaJbHA MbIllIeYHas1 aTpousl)
— BHUY/CIINA;
— HEKOTOpHIe BPOXKIEHHbIE IIOPOKU CEepALIa;
— nIyOoKasi HeAOHOIIEHHOCTb.
III rpynma:
IIporpeccupyiomue cocTosHUS 0€3 BO3MOXKHOCTEl KypATHBHOTO JieUeHHs,
Tepanus KOTOPBIX SBJISAETCS NALTHATHBHOM C MOMEHTA YCTAHOBJIEHHUS THATHO3A.
Ipumepor 3ab601e6anuil 0AHHOI 2pYNNbL:
— MYKOIIOJIMCAaXapua03bl;
— Ooune3Hb batTeHa.
IV rpynmna:
Heo0OpaTumble, HO He MPOrpecCUpYIONIHE COCTOSHHUS C TSXKeJI0il MHBA-
JIMTHOCTBIO ¥ NMOIBEPKEHHOCTHIO MANEHTA OCI0KHEHHSM.
ITlpumepvr maxux 3abonreeanuii:
— TSEKeJIble (POPMBI JETCKOTO LiepeOpaaIbHOro Mmapajinya;
— TeHEeTUYECKUEe HApYIICHMS;
— HEIOHOIIEHHOCTb;
— MOBPEXIECHUS TOJIOBHOTO/CITIMHHOTO MO3Ta.
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ITpunoxenue 3

OmauqumenvHble HepmvlL NeOUAMPUHECKOl NALIUAMUBHOU NOMOUU
(European Association of Palliative Care, 2009):

HemHOroYncjIeHHOCTD NalnueHTOB (1'[0 CpaBHCHMUIO C HaJTuaTUBHOM
TOMOIIIbIO B3POCTIOMY HaCeJIeHUIO).

IITupokoe pa3HooOpa3me marosorud (HeBpoOJOrUUYecKas, MeTaboIn-
yeckasi, XpOMOCOMHasi, KapAuoJjoruyeckas, pecrnupaTopHas, WH-
d)eKI_[I/IOHHaH, OHKOJIOTMYECKasA, TpaBMaTOJIOTNYECKasA, HEOHaTaJlb-
Hag W Ap.) C HETpeacKa3yeMol TIPOIOIKUTETLHOCTRIO OOJIe3HU;
MHOTUe 3200JIeBaHUsI HOCAT CEMEMHbIN XapaKkTep, HEKOTOpbIe OCTa-
JOTCsI HE OKOHYATCJIIbHO BepI/I(bI/ILII/IPOBaHHLIMI/I.

Odymuanbabie BO3PACTHbIE OTPAHMYEHHS 1O TIPUMEHEHUIO JIeKap-
CTBCHHBLIX CPpEACTB IJIA I[eTeﬁ, B pE3yJbTaTC 4€ro MHOIME N3 MCIU-
KaMC€HTOB BbIHYXICHHO Ha3HaydaroTCd neauvarpaMu B PEKMUME «off
label».

(DaKTOpr BO3PACTHOI0 Pa3BUTHUA. ICTU HaAXOAATCA B IIPOLIECCE IIO-
CTOSAHHOIO (1)1/131/1‘1601(01‘0, SMOIMOHAJIbHOIO U KOIT'HUTUBHOI'O pa3-
BUTHUSA, BJIUAIOIIECTO HA BCE aCIICKTbI naJIuaTUBHON ImoMomu — oOT
JMO3UPOBAHUS JIEKAPCTB IO CITOCOOOB KOMMYHUKAIIMK, OOYYECHUS
1 IIOAACPXKKHU.

3HaunTeIbHAS POJIb CEMbH: POAUTEIN MALTUCHTA T. )'[y60KO BOBJICYCHDbI
B TpoIllecC MPUHSTUS PEIIeHUH, CBI3aHHBIX C OKa3aHWEM Tajjiua-
THUBHOM IIoMoIlIM1, — KIMHUYECKUX, 9TUYCCKUX, COIMAIbHbIX.
l'[ezmannquKaﬂ najJavaTuBHasd NnoMoOulmb — OTHOCHUTEJIBbHO HOBasd
BETBb MECIMLIMHBI, YTO O6YCJ'[OB.TII/IB3.CT Ha JaHHOM OJTali€ €€ pa3Bu-
THA HEAOCTATOYHOC KOJMYCCTBO SKCIIEPTOB U CIICLIUAJINCTOB, IIPO-
meamux CriclinaJlbHOEC o6yqel-me MO NaJJIMaTUBHOM TTOMOIIIN.
Bricokmii ypoBeHb 3MOLMOHAJILHON BOBJIEYEHHOCTHU: KOTAAa YMUPAET
pebeHoK, wieHaM CeMbH U TIePCOHATY ObIBAET UCKITIOUUTETLHO TPYI -
HO IIPUHATDH HEYCIIEX TCpaIinu, HeoGpaTI/IMOCTb 0oJIE3HU U CMEPTh,
YTparta u ropeBaHue: 1ocjie CMEPTU peOeHKa 3TU MPOIIECCHI y POIU-
TEJe 1 POACTBEHHMNKOB OKAa3bIBAIOTCA Yalll€ BCETO TAXKEJIbIMU, ITPO-
JIOHIT'MPOBAHHBIMM N OCJIOKHCHHBIMHU, YTO OIIPCACIIACT XapaKTEp
JUTUTEIBHOTO MPOGheCCUOHATBHOTO COMTPOBOXKIEHUS POIUTENECH MO-
cJie yTpaThl pedeHKa.
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9. IlpaBoBble U 3THYECKHE ACIEKTHI NAUIMATHBHON MOMOIIU JAETAM: KaK
MPaBUJIO, TaHHBIE ACTICKThI aAPECYIOTCS POIUTEIISIM MU ODULINATb-
HBbIM MPEICTABUTEISIM MHTEPecOB pebeHKa. KelaHUsI caMoro pe-
OcHKa M ero yJacTue B Ipoliecce MPUHATHS pellieHUii 4acTo He pac-
CMAaTPUBAIOTCS, YTO MOXET IIPUBOAUTL K OOJBIIMM MOpPaJIbHBIM
U IOPUINYECKUM CIOKHOCTSM IPU OKA3aHUM ITOMOIIIHN.

10. CouuajbHbie MOCHEACTBHA: peOCHKY M WIEHAM €T0 CeMbU TPYIHO
MOAIepKUBaThL CBOM COLIMAJIBHBIE POJIU Ha (poHe 0oJe3HM (IIIKOJIa,
pabota, MaTepraJbHOE 00eCIeueHUe CEMbH).

4 rpynnsl pa3IM4ymii NAJIMATHBHON MOMOIIM IETSM OT NAJIJTHATHBHOM
MOMOIIIM B3POCJIbIM
(Pain Module Text ICPCN, 2012)

CBsA3aHHbIE C JE€THMH:

PebGeHok 1o 3aKOHY He SIBJIIeTCS MPaBOMOYHBIM; HAXOAUTCS B MPO-
1IecCe pa3BUTHUSI; 3a9aCTYIO0 HE MOXET OIMCATh CJI0BAMU CBOU IMOTPEOHO-
CTU, 00JIb U T.J.; MHOTA 3allUIaeT pOaUTeNeii/0NeKyHOB B yIepo cede;
YacTO HAXOMUTCS B OOJBHUYHOM OKPYKEHUM, KOTOPOE SIBIISICTCS IIJIs
HETO ITyTalOIIMM U YYKIBIM MECTOM.

Cas3aHHbI€ C CeMbeii:

Ponb cembu s pebeHKa ropas3no BaxHee, 4yeM i B3pociioro. Ce-
Mb$I XOUET 3alUTUTh PeOeHKa, XOUYeT C/IeJaTh BCe BOZMOXHOE JIJIs CIla-
CceHUsI pebeHKa; MOXKET CTOIKHYThCS C IPOOJIEeMaMU TOTO, KaK CUOJIMHTT
pearupyioT Ha IIpoucxosiiee; O0UTCS, YTO IIOMOIIb Ha IOMY XYK€, YeM
TTOMOIIb B CTallMOHApE; HYXXIAaeTCsI B TIOMOIIM, 00JIeTYalomeil TSKeCTh
€XEeIHEBHOIO YXOJa 3a HEU3JICUNMO OOJIbHBIM peOCHKOM; MOXET UMETh
Pa3IMYHbBIN CIIEKTP NOTPEOHOCTEN B EPUO/ TOPEBAHUS.

Cas3aHHbIE C IPOrPAMMAMHU:

MHorue nporpaMMbl He TPUHUMAIOT BO BHUMaHUE 0COOCHHOCTH Jie-
Teli, TaK KaK CYIIECTBYET OrpaHMYeHHOE KOJIMISCTBO IIPOrpaMM, CIICLIM -
aJIM3UPYIOIINXCS HAa OKa3aHUM TAUIMAaTUBHONM IOMOIIM ACTSIM; UMEIOT
cj1aboe MOHUMAaHWe MPUHIIUIIOB AETCKOM MaJlJIMaTUBHOM ITOMOIIIN; TIpe-
JOCTABJISIOT CIIEIUAIMCTOB, HE UMEIOIIUX aleKBAaTHBIX HABBIKOB OKa3a-
HUSI TIAJUIMATUBHOM IMTOMOILM JIETSIM; MOTYT UMETh HEIOCTATOUHOE KOJI-
YECTBO HOCTYITHOM JIUTEPATyPHI; OOSTCSI MCIIOJIb30BaTh HAPKOTUICCKIUE
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AHAJITeTUKU W CYUTAIOT, YTO JETU HE MUCIBITHIBAIOT 00JIb; pa3paboTaHbl
CaMOCTOSITEJILHO O3 MPUBJICYEHMS CIICLIMAINCTOB B 3TOM 00J1aCTH.

Cssasannbie ¢ okazanueM I111:

VY neteil, monydaonmx NauIMaTUBHYIO TTIOMOIIb, Yallle UMEIOTCS He-
OHKOJIOTMYecKue 3abojieBaHUsl, oHKojiornueckue — B 10—20% ciyua-
eB. JlekapcTBeHHBIC MpenapaThl yallle pa3padaThiBalOTCS IS B3POCIIbIX
Wy JeTell UCIoNb3yloTcsa B pexume «off-label»; oTMedaeTrcs HexBaTKa
MOAXOISAIIMNX (DOPM U 103 JICKAPCTBEHHBIX TIpernapaToB y aeteil. @apma-
KOKMHETHKA 1 papMaKOIMHAMMKA JICKAPCTBEHHBIX CPEICTB Y AeTell OT-
JIMYAIOTCS OT B3POC/IbIX, IOHUMAaHUE IETbMU CMEPTU U IIpoLiecca yMupa-
HUST MEHSIETCS ¢ BO3pACTOM; 3TUYECKash AUIeMMa B TOM, YTO 110 3aKOHY
JIeTA He IIPaBOMOYHBI JaBaTh pa3pellleHNe, XOTSI MOTYT JaBaTh COIIacue;
JIeTU OOBIYHO OOSITCSI OBITH PA3beAMHEHHBIMU C CEMBEA.
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ITpunoxenue 4

IMPUIOXKEHUA
K [Ipuka3y Munuctpa 3npaBooxpanenus P® ot 05.08.2003 r. Ne 330
«0O Mepax 1o coBEPIIEHCTBOBAHUIO JIEYEOHOT0 MUTAHUS B JIeU€OHO-
npodunakTudeckux yupexaenusix Poccuiickoii @eaepammm»

(B pemakuuu I1pukazoB Munsnpascoupa3putisg PO or 07.10.2005 .
Ne 624, ot 10.01.2006 . Ne 2, ot 26.04.2006 T. Ne 316).

YTBepxkaeHO

IIpukazom MuHKUcTEepCTBA 3APaBOOXPAHEHUS
Poccuiickoit Meneparmm

ot 05.08.2003 r. Ne 330

ITOJIOZKEHUNE
Ob OPTAHMBAIINN JEATEJIBbHOCTH BPAYA-TUETOJIOTA

1. Ha momkHOCTh Bpaya-aMeToJiora Ha3HayaeTcsl Bpau-CIelaaucT,
MMEIOIIUIA TTOATOTOBKY MO JIeUeOHOMY MUTAHUIO U CEPTUMUKAT MO CIie-
LIMAJIbHOCTH «IUETOJIOTHSI».

2. Bpau-auerosor oTBeyaeT 3a OpraHM3alvio JIEYeOHOro MUTAHMS
U aIieKBaTHOE IIPMMEHEHNE €TI0 BO BCEX OTICICHUSIX YUPEKIeHNH 3apa-
BOOXpaHEHMUSI.

3. Bpau-nueTosior pyKOBOAUT MEIUIIMHCKUMU CECTpaMU AUETUYE-
CKMMMU, OCYIIECTBIISIET KOHTPOJIb 32 paOOTOM MUIIeOI0Ka.

4. Bpau-nueTonor o0si3aH:

a) KOHCYJIbTUPOBATh Bpaueil OTIeJIeHUIA 10 BOIIPOCaM OpraHU3alnu
JIe4eOHOTrO MUTaHUS;

0) KOHCYJbTUPOBAThb OOJbHBIX MO BOMpOCaM JEYEOHOTO U paluo-
HaJIbHOTO IMUTaHUS;

B) TIPOBOJUTH BHIOOPOYHYIO TTPOBEPKY UCTOPUIA OOJIE3HU IO COOTBET-
CTBUIO Ha3HAYaeMBbIX AUET 1 3TAITHOCTU AUETOTEpaIlNu;

T') IPOBOJUTH aHAIU3 I(PPEKTUBHOCTU JI€UEOHOTO MUTAHUS;

1) IIPOBEPSATHh KAUYeCTBO IIPOMYKTOB IIPU WX ITOCTYIICHMU Ha CKJIAL
1 MUIIEOJI0K; KOHTPOJIMPOBATh MPaBUIbHOCTh XpaHEHUS 3araca Mpo-
JTYKTOB IMUTaHUS;
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€) OCYIIECTBIISITh KOHTPOJIb 3a IIPABUIbHOCTBIO 3aKJIafKU IPOIYKTOB
MPU TIPUTOTOBJICHUU OJTION;

’K) TOTOBUTD TOKYMEHTAIIMIO 110 OPraHU3alliM JIEYeOHOrO MUTAHUSI:

— KapTOYKU-PaCKIAAKU;

— CeMUIHEBHOE MEHIO;

— CEMUIHEBHOE CBOJIHOE MEHIO — JIETHUI U 3UMHUI BAapUaHT;

3) KOHTPOJIMPOBATh MPaBUJIBHOCTb BEACHUS JOKYMEHTALIMA MEIM-
IIMHCKOM CeCcTpoit mMeTudecKoi (MeHIO-pacKiiagKa, MeHIO-TpeboBaHMe
up.);

M) OCYIIECTBIISITH KOHTPOJIb 32 KAY€CTBOM T'OTOBOM MUIIM IIepel BbI-
Jayeli ee B OTAeCHUs IyTEM CHSITUS TIPOOBI B KaXKIbIiA IpUeM U1K,

K) COBMECTHO C 3aBEAYIOIIMMHM OTIEJICHUSIMH OIIPEACISATh IlepeucHb
M KOJIMYECTBO IIPOAYKTOBBIX JOMAIIHUX IMepenay y 00JIbHOI0, HaXoIs-
LLIETOCs Ha JICUCHUU B JIeYeOHO-MTPOPUIAKTUUECKOM YUPEXKIESHUN;

JI) KOHTPOJIMPOBAaTh CBOEBPEMEHHOCTb ITPOBEACHUS MNPOpUIaKTHU-
YeCKUX MEAUIIMHCKUX OCMOTPOB pabOTHUKOB MUIle0g0Ka U OyheTHBIX
U He JOIyCcKaTh K padoTe JIUII, He TIPOILISAIINX TPOPUIaKTUIESCKIX Me-
TUIIMHCKMX OCMOTPOB, 1 O0JIbHBIX THOMHUYKOBBIMU, KUIIIEUHBIMU 3200-
JIeBAaHUSIMU, aHTUHOIA;

M) CUCTeMaTUYeCKM OPTaHN30BBIBATh ITOBBIIIICHUE YPOBHS KBaIU (M-
Kalyy pabOTHUKOB ITHIIEOIOKA 10 BOIIPOCAaM JICUeOHOTO MUTAHUS

H) TPOBOAUTH AaKTUBHYI CAHUTapHO-IIPOCBETUTEILHYIO pPadOTy
MO pallMOHAJbHOMY U JIEUeOHOMY MUTAHUIO JIJISI BCEX COTPYIHUKOB Jie-
YeOHO-TIPOPUIAKTUIECKOTO YUPEKACHUS U OOIbHBIX;

0) TOBBIIIATH YPOBEHD TTPoheCCUOHATLHON KBanU(pUKAIIUM Ha 1IH-
KJIaX yCOBEPIICHCTBOBAHMS 110 JUETOJIOTUM HE PeKe OMHOIO pa3a B 5 JIeT.
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YTBepxkaeHo
IIpukazom MuHMUCcTEepCTBA 3APaBOOXPAHEHUS
Poccuiickoit deneparmm
ot 05.08.2003 r. Ne 330
IOJIO2KEHUE
O COBETE 11O JIEYEBHOMY IIUTAHUNIO
JEYEBHO-ITPOO®MIAKTUYECKUX YUPEXKIEHUN

1. CoBer 110 1e4eOHOMY ITUTAHUIO SIBJISIETCSI COBEIaTeIbHBIM Opra-
HOM M CO3[aeTcs B Je4eOHO-IPOPUIAKTUIECKOM YIPEXKIESHUMN C KOJIM-
yecTBOM KoeK oT 100 u BbllLIE.

2. Yucno unenoB CoBeTa 110 JIeueOHOMY TTMTAaHUIO U €TO TIepCOHaTb-
HBI COCTaB YTBEPKAAIOTCS MPHUKA30M TJIABHOTO Bpaya yupexaeHUs.

3. B coctaB CoBera 110 JIe4eOHOMY IMMTAHUIO BXOIST: TJIABHBIA Bpay
(U ero 3aMecTUTEb MO JieyeOHOIM paboTe) — TpeacenaTesb; Bpay-
JUETOJIOr — OTBETCTBEHHBI CceKpeTapb, 3aBeAyIOLIME OTACICHUS -
MU — BpayH, Bpaud aHECTEe3MOJIOr-peaHWMAaTOoJIOT, IacTPOIHTEPOJIOT,
TepareBT, TPAaHCPY3MOJIOT, XUPYPT (YIeHBI OpUTaabl HYyTPUTUBHON IO -
IEePKKI), 3aMECTUTEJIb TJIaBHOTO Bpaya 110 XO3SMCTBEHHON 4acTu, Me-
TUIUHCKHME CECTPhl TUETUYECKUE, 3aBEAYIOIIMIA MPOU3BOACTBOM (MU
med-nosap). K pabore CoBeTa mpu HEOOXOAUMOCTH MOTYT NPUBJIEKATh-
Csl M IpYTUe CIIeMaJIUCThI Ie4eOHO-TTPOPUIAKTUIECKOTO YUPEKIACHMUS.

4. 3amayu CoseTa 110 JIeueOHOMY ITUTAHUIO:

a) COBEPIIECHCTBOBAHKWE OpPraHM3alMU JIeUeOHOI0 MUTaHUS B JIe4e0-
HO-TIPOGMIAKTUIECKOM YUPEKICHUN;

0) BHeIpeHHUE HOBBIX TEXHOJIOTUI MPOQPMIAKTUIECKOTO, OUCTHIC-
CKOI'0 U DHTEPaJIbHOIO MUTAHUS;

T) YTBEepKIeHNE HOMEHKIIATYPBI IUET, CMECE ISl SHTEPAIbHOTO ITH -
TaHUsI, OMOJOTUYECKN aKTUBHBIX IT00ABOK, MOIJIEXKAIIMX BHEIPEHUIO
B JAHHOM YYPEXKICHUM 30PaBOOXPAHEHMSI;

1) YTBEpXKICHWE CEMMIHEBHBIX MEHIO, KapTOTeKu OJiom U Habopa
cMecel TSl 9HTepaJIbHOTO ITUTAHMS;

’K) YCOBEPIICHCTBOBAHNUE CHCTEMBI 3aKa30B OUETUIYECKUX HAaOOpPOB
M CMecei JUISl SHTePaJIbHOIO IMTUTaAHUS;

3) pa3paboTka ¢OpM U TJIAHOB MOBBILIEHUST KBaTU(MDUKALNN COTPYI-
HUKOB I10 JIe4eOHOMY ITUTaHUIO;
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M) KOHTPOJIb 32 OpraHuU3alMeil Je4eOHOTro TMUTAaHUSA U aHaau3 3¢-
(beKTUBHOCTH JUETOTEPAITMHU IIPU Pa3TNYHBIX 3a00JI€BAHUSIX.

5. CoBeT 1o Je4eOGHOMY MUTAHMIO IIPOBOIUT 3aceJaHus O Mepe He-
00XOIMMOCTHU, HO HE peXe OJHOIO pa3a B TpU Mecslia.

Yr1BepxaeHo
ITpukazom MuHMUcTEepCTBA 3APaBOOXPAHEHUS
Poccniickoit @eneparin
ot 05.08.2003 1. Ne 330
NHCTPYKIIUA
110 OPTAHU3AILIVU JIEYEBHOI'O ITMTAHU
B JIEYEBHO-ITPO®UJIAKTUYECKHUX YUYPEXIEHUAX

Opranmzanyst Je4eOHOro THUTaHUSI B JIeYeOHO-TIPOUIIaKTUIE-
CKOM YYPEXICHHUU SIBISIETCS] HEOThEMJIEMOI YacThiO J€4eOHOIO Ipo-
1iecca U BXOAUT B YMCJIO OCHOBHBIX Jie4eOHbIX MeporpusiTuii. C 1elbio
ONMTUMHU3AIMHN JIe4eOHOTO MUTAHUS, COBEPIICHCTBOBAHUS OpTaHU3AlIUN
W YIy4IIeHUs yIpaBieHHUsl ero KauyeCTBOM B JieueOHO-MpopIaKTuie-
CKUX YUPEXIEeHUSIX BBOAUTCS HOBasi HOMEHKJIaTypa IUET (CUCTEMa CTaH-
JApPTHBIX ITHUET), OTIMYAIOIIMXCS IO COAEPXKAHMIO OCHOBHBIX ITUIIEBBIX
BEIIECTB M BHEPreTMYEeCKON IIEHHOCTU, TEXHOJOIMU IPUTOTOBICHMS
MMUIINA U CPEIHECYTOUHOMY HaOOpy IIPOIYKTOB.

Panee nmpumeHsBIIMECs IMETHI HOMEPHO cucTteMbl (TueThl No 1—15)
00BEIUHSIOTCS WU BKIIIOYAIOTCS B CUCTEMY CTaHAAPTHBIX IUET, KOTO-
pble Ha3HAYaIOTCS IIPY pa3INYHBIX 3a00JI€BAaHUSIX B 3aBUCUMOCTHU OT CTa-
U, CTETICHU TSKECTU OOJIE3HU WJIM OCJIOXKHEHUI CO CTOPOHBI pa3iny-
HBIX OpraHoB ¥ cucteM (Tadm. 1).

Hapsiny ¢ ocHOBHO# cTaHIapTHOM AUETOM 1 ee BapuaHTaMU B Jieue0-
HO-MPO(UIAKTUIECKOM YUPEXKIEHUN B COOTBETCTBUU C WX MPOPUIIEM
HCIIOJIBb3YIOTCS:

— xupypruueckue auetsl (0 — I; 0 — II; 0 — III; 0 — IV; nuera
MpU SI3BEHHOM KPOBOTEUEHUHM, T1eTa IIPU CTEHO3E XKeJIyaKa) 1 1Ip.;

— pas3rpy3ouyHble OUeThl (4YaiiHasi, caxapHas, sI0JOYHasi, PUCOBO-
KOMIIOTHasI, KapTodesIbHasi, TBOPOXKHAs, COKOBast, MSICHAsI 1 1Ip.);

— CIIelMaJIbHbIe pallMOHbI (I1eTa KajaueBasi, MarHueBasi, 30H10Basl,
IUETHI TP WH(aApKTe MUOKaAp/a, PALMOHBI JUIS pa3rpy304YHO-IUETAYE-
CKOIi Tepalluy, BereTaprMaHCcKasl AUeTa 1 1p.).
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NunuBuayanu3anys XMMUYECKOT0 cOCTaBa M KaJOPUIMHOCTU CTaH-
JAPTHBIX TUET OCYIIECTBIISICTCS ITyTeM OoI00pa MMEIOIINXCS B KAPTOTEKE
Orof 1Ie4eOHOr0 MUTAHUSI, YBEIMUYCHUST WIM YMEHBIICHUSI KOJIMYECTBa
OyeTHBIX MPOAYKTOB (XJeO, caxap, Macjo), KOHTPOJISI MPOAYKTOBBIX
JOMAIITHMX TIepenay It OOIbHBIX, HAXOMSIINXCS Ha JICUCHUH B JIeueO-
HO-TMPO(WIAKTUYECKOM YUPEXKIESHUM, a TakKe IyTeM HCIOJIb30BaHMS
B JIe4eOHOM M DHTEPaTbHOM IMMUTAHUN OMOJIOTTYECKH aKTUBHBIX 100aBOK
K IIMIIE ¥ TOTOBBIX CITeIIMaJIN3MPOBAHHBIX CMECEIA.

HomeHkiatypa ITOCTOSSHHO AEHCTBYIOIIMX OUET B KaXXKIOM JiedeO-
HO-IPO(UIAKTUICCKOM YUIPEKICHUN YCTAHABIMBACTCS B COOTBETCTBUU
¢ ero npoduieM U yrBepxknaercss Ha CoBeTe Mo JIeYeOHOMY ITUTaHUIO.
Bo Bcex neueOHO-TIpOPUIAKTUIESCKUX YIPEXKICHUSIX YCTaHABIMBACTCS
KaK MMHUMYM YeThIPEeXpa30BbIil peKMM IMUTAaHUS; TTO TTOKa3aHUSIM B OT-
JeJIbHBIX OTAEJICHUSIX MW [IJI OTAEJIbHBIX KaTeTOpUii OONbHBIX (SI3BEH-
Hasl 00JIe3Hb JBEHAALIATUIIEPCTHON KMIIKM, 0OJIE3Hb ONEPUPOBAHHOIO
JKeNyliKa, caxapHblii 1MadeT u ap.) MpUMEHsIeTcs 00Jiee YacToe MUTaHue.
Pexxum mutanus yreepxnaercs Ha CoBeTe 110 JiedueOHOMY ITMTaHUIO.

PexomeHnyemble cpeHecyTOUHbIe HAOOPHI TPOIYKTOB SIBJISIIOTCS OC-
HOBOI IIPY COCTABJICHUY CTAHIAPTHBIX IUET B JIeUeOHO-IPOpMIaKTIIC-
ckoMm yupexnenuu (tabma. 2). Ilpu ¢popMupoBaHMM CTaHOAPTHBIX TUET
JUTSL IeTei ¥ B3POCJIBbIX, MOIYyYalolIuX CAaHATOPHO-KYPOPTHOE JIeUeHMUE,
HCIIOJIB3YIOT 00JIee TOPOTHe COPTa MPOIYKTOB C YIETOM CYTOUHBIX HOPM
MUTAHUSI B CAHATOPUSIX U caHATOpUSIX-IpoduiakTopusx (taodu. 3, 4, 5).
[Ipu oTcyTCcTBUU IMOJIHOTO HaOOpa MPOAYKTOB Ha MUILEOJIOKe, IPeIyc-
MOTPEHHOT'O CBOIHBIM CEMUIHEBHBIM MEHIO, BO3MOXHA 3aMeHa OIHOTO
MPOAYKTA IPYTUM IPU COXpAaHEHUM XMMMWYECKOTIO COCTaBa U DHEPreTH-
YECKOW LIEHHOCTH MCIOIb3YEMBIX JIEUeOHBIX pallMoHOB (TabJ1. 6, 7).

KoHTpoJb paBUJIBHOCTU TTPOBOAVMMOI JUETOTEPAIIMI JOIKEH OCY-
IIECTBIISATBCS IIyTeM IIPOBEPKM COOTBETCTBMSI ITOJIydaeMbIX OOJBbHBIMU
JueT (1o Habopy MPOAYKTOB U OJIIOA, TEXHOJIOTUN MPUTOTOBIEHUS, XU-
MHYECKOMY COCTaBY M 9HEPIeTUICCKOM IIEHHOCTH) PeKOMEHIYeMbIM Xa-
paKTepUCTUKaM CTAaHIAPTHBIX AUET U IIyTeM MPOBEPKU PaBHOMEPHOIO
HCITOJIb30BaHMsI aCCUTHOBAHMI 110 KBapTajaM roja.

OO6111ee pyKOBOICTBO JUETIIMTAHUEM B JIEYeOHO-TTPO(PIIAKTUIECKOM
YUpEXIACHUU OCYIIECTBISIET IJIaBHbIM Bpay, a B €r0 OTCYTCTBUE — 3aMe-
CTUTEJIb I10 JIe4eOHOM JacTH.
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OTBETCTBEHHBIM 3a OpPraHU3AIMIO JIEYEOHOTO TUTAHUS SIBIISIETCS
Bpau-nueTosior. B Tex ciyuasix, Koraa 10KHOCTh Bpaya-aueTosiora B Jie-
4eOHO-TIPODMITAKTUIECKOM YUPEXKIEHUN OTCYTCTBYET, OTBETCTBEHHBIM
3a 9Ty paboTy SIBJISIETCS] MEAULIMHCKAS CeCcTpa IueTudeckas.

B nmopunHeHnn Bpava-aueTosiora HaXOAATCS MEAUIIMHCKUE CeCTPhI
JIMEeTUYeCcKre U Bce pabOTHUKM muIeb10Ka, odecreynBaloiye jeyeo-
HOe TMTaHue B JIeYeOHO-MPO(PUIAKTUUECKOM YUPEXIEHUN B COOTBET-
CTBUU C TaHHBIM [Tpukazom.

Ha nume6ioke ne4eOHO-NPODUIaKTUIECKOTO YUPEXKIECHUS KOH-
TPOJIb 32 COOJTIOEHNEM TEXHOJIOTMH TIPUTOTOBJIEHUST U BBIXOIOM TOTO-
BbIX JMETUYECKUX OJIIOJ OCYLIECTBISIET 3aBEAYIOLIUI MPOU3BOACTBOM
(med-moBap, crapiivii moBap), KOHTPOJIb 32 KAYeCTBOM TOTOBBIX AMeE-
TUYECKUX OJIIO1 — Bpay-AUETOJIOT, MEIUIIMHCKAs cecTpa AUeThYecKasi,
JEXKYPHBIN Bpau, pa3peliaoliunii Bbiadyy TOTOBOM MUY B OTAEJEHUS.

Bce Bompockl, cBsI3aHHBIE ¢ OpraHU3alMei JIe4eOHOTO MUTAHUS B Jie-
4eOHO-NIPO(PMIAKTUIECKOM YUPEXKICHUU, CUCTEeMAaTUYecKu (He MeHee
OIHOTO pa3a B KBapTajl) 3acylIMBAIOTCSl U PEILIaloTCs Ha 3acelaHusiX
CoBera 110 Jie4eOHOMY MTUTAHUIO.
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IIpunoxenue 5

ITopsanok oka3anust MeIUMIUHCKOM MOMOIIM HACEJEHHUIO 10 MPOPUII0
«IHETOJIOTHS»
(YyTBepXKIeH MprUKa3oM MUHUCTEPCTBA 30paBooxpaHeHuss PO
oT 15 Hos6pst 2012 1. Ne 920H)

1. Hactostimit Tlopsimok ycTaHaBJIMBAeT MpaBUjla OKa3aHUsS MeIu-
IIUHCKOM IMMOMOIIIM HaCeJICHUIO IO TTPOQUITIO «TUETOJIOTUSI» B MEIUIINH-
CKMX OpraHu3aIsIX.

2. MeauumnHcKast MOMOLB I10 TPOPUITIO «IUETOJOIUsI» (Hanee — Me-
JULIMHCKAas TIOMOIIb) OKa3bIBAeTCsI B BUJIE:

* MEepBUYHOI MEeTNKO-CaHUTAPHOI TTOMOIIIN;

* CHECUMAIU3UPOBAHHON MEIULIMHCKOMN ITOMOIILIN.

3. MemumHCKasT ITIOMOIIh MOXKET OKa3bIBAThCS B CIIEMYIONINX YCIOBYSX:

* amOyJaTopHO (B YCJIOBMSX, HE MPEeIyCMaTPUBAIOIINX KPYTIOCY-

TOYHOE MEAULIMHCKOE HAOMIOAEeHNE U JIEUeHUE);

* B IHEBHOM CTaIlOHape (B YCIOBUIX, TIPEIyCMATPUBAIOIINX MEI-
LIMHCKOE HaOJI0IeHNe 1 JeYeHre B JTHEBHOE BpeMs, He TpeOyio-
WX KPYTJIIOCYTOYHOTO METUIIMHCKOTO HAOIOAEHUS W JIeYeHU );

* CcTauMOHApHO (B YCIIOBUSX, OOCCIIEUYMBAIOIINX KPYTJIOCYTOUHOE
MEIULIMHCKOE HAOI0IeHUE U JIeYeHue).

4. IlepBuuHasg MeIUKO-CaHWUTApHAs TTOMOIIb ITPEeIyCMaTPUBAET Me-
ponpusaTUs Mo MpoduIakTUKe, TMarHOCTUKE, JIEUYEHUIO aliMeHTapHO-
3aBUCUMBIX 3a00JIEBAHNI M COCTOSTHUIA, MEINIIMHCKON peadbuInTallnN,
¢opMUPOBAHMIO 3MO0POBOTO 0Opa3a XKM3HU HACEJIEHUS.

5. IlepBuuHasg MeINKO-CaHUTapHAasT [TIOMOIIb BKITIOYAET:

* TMEPBUYHYIO BpauyeOHYIO MEAUKO-CaHNUTAPHYIO TTOMOIIIb;

* TIEPBUYHYIO CICLMATU3UPOBAHHYIO MEIUKO-CAHUTAPHYIO II0-

MOIIIb.

IlepBuuHass MeauMKO-caHMTapHasl TTOMOIIb OKa3bIBacTcs B aMOya-
TOPHBIX YCIIOBUSX M B YCJIOBUSX THEBHOTO CTAIlIOHApA.

IlepBuuHasg BpaueOHAss MeIMKO-CAHUTApHAs MOMOIIL OKa3bIBAaeT-
csl BpauOM-TepareBTOM YYaCTKOBBIM, BpauOM-IIEIMAaTPOM YUYaCTKOBBIM,
BpadyoM OOIIIeH TTPaKTUKN (CEMEHBIM BpauoM).

ITpu HaTMUMY MEAULIMHCKUX TTIOKAa3aHUM K OKa3aHUIO0 MEAULIMHCKON
TTOMOIIIN, He TpeOyIolell ee OKa3aHWs B CTAIIMOHAPHBIX YCITIOBUIX, Bpad-
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TeparneBT YYaCTKOBBIN, Bpau-TieAnaTp YYacTKOBBIN, Bpad OOIIEi Tpak-
TUKU (CeMEeiHbII Bpad), MEAUIIMHCKUAI paOOTHUK CO CPEIHUM MEIM-
LUHCKUM O0pa3oBaHMEM, Bpad-TepalleBT, Bpady-IeauaTp HAIIPaBIISIOT
00JIbHOIO B KAOMHET Bpavya-aueTosiora MEAULIMHCKON OopraHu3aluy 1S
OKa3aHMSI TIEPBUYHON CIICHMAIN3UPOBAHHON MeINKO-CaHUTAPHOM I0-
MOIIIH.

[lepBuuHasg crienuaaIu3upoOBaHHAsT MEOWKO-CAaHUTApHAs ITOMOIIb
OKa3bIBAaeTCsl BPAauOM-IMETOJIOIOM, a B ClIydae ero OTCYTCTBUSI — Bpa-
YOM-TeparieBTOM, BpauoM-TIeIUaTPOM.

B caygae orcyTrcTBUSI KaOMHETa Bpadya-IMETOJIOra B MEIUILIMHCKON
OpraHu3salluy IepBUYHAsl CIeUUAIM3UpOBaHHAs MEAUMKO-CaHUTapHas
TIOMOIIIb MOXET OKa3bIBaThCS B TePAIIeBTUUECKUX KaOMHETaX, IeauaTpy-
YeCcKMX KabnHeTax, Kab1HeTax 3J0pOBOTo pedeHKa.

ITpy HEBO3MOXHOCTU OKa3aHWSI MEOUIIMHCKOIM ITOMOIIM B paMKax
MEPBUYHON MEIMKO-CAHMUTAPHOM IMOMOIIM M HaJIUYMU MEOUIIMHCKUX
MoKa3aHWil OOJbHOI HampaBisieTCs] B MEIUIIMHCKYIO OpraHM3allulio,
OKa3bIBAIOIIYIO CIICHINATM3UPOBAHHYIO MEIUIINHCKYO ITIOMOIIb.

6. Cneunanu3MpoBaHHass MEAULIMHCKAs TTOMOIIb OKa3bIBACTCS Bpa-
YaMU-IHETOJIOTaMK B CTAIlMOHAPHBIX YCIOBUSX, B YCIIOBUSX JHEBHOTO
CTallMOHapa M BKIIIOYAeT MPOGMIAKTUKY, TUAaTHOCTHUKY, JIeUeHUEe 3a00-
JIEBAHUI M COCTOSTHUI, TPeOYIOIIMX MCIIOJIb30BaHMS CIIEIIUAIBHBIX Me-
TOMOB U CJIOXHBIX MEOIUIIMHCKNUX TEXHOJIOTHI, OpraHn3aluio THeTHIe-
CKOTO MUTAHMSI, a TAKXKE METUIIMHCKYIO peadUIUTALIMIO.

7. Opranu3anyst IUeTUIeCKOTO MUTAaHUs OOJIbHBIX B CTAIIMOHAPHBIX
YCJIOBUSIX BO BCEX MEIUIIMHCKMX OPraHU3alMsIX, UMEIOIINX KPYIJIOCy-
TOYHBIE KOMKM M KOWKM JHEBHOTO CTallMOHApa, OCYIIECTBIISIETCS B CO-
OTBETCTBUU C ITpUKa3oM MMUHUCTEPCTBA 3npaBooxpaHeHust Poccuiickoii
®enepanyn ot 5 asrycra 2003 1. No 330 «O Mepax 110 COBEpILIEHCTBO-
BaHUIO JIEUEOHOTO IMHUTAHUS B JIEYSOHO-TIPOPMIAKTUIECKUX YUPEXKIe-
Hugx Poccuiickoit ®Denepanyn» (3aperucTpupoBaH MUHUCTEPCTBOM
roctnimn Poccuiickoit @epepanym 12 centsaopst 2003 1., perucTpaliioH-
Hbiii Ne 5073), ¢ u3sMeHeHUsIMM, BHECEHHBIMU IIpuKa3zaMu MUHUCTEP-
CTBa 3[paBOOXpaHEHUSI U colMaabHOTO pa3Butust Poccuiickoit Menme-
paunu ot 7 okts1opst 2005 . Ne 624 (3apeructpupoBaH MUHUCTEPCTBOM
toctuninu Poccuiickoit @enepanyn 1 Hosi0pst 2005 1., perncTpaliMoOHHbIM
Ne 7134), ot 10 suBapst 2006 r. Ne 2 (3apernctpupoBaH MUHUCTEPCTBOM
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octuuu Poccuiickoit @enepaumu 24 supaps 2006 T., perucTpaimoH-
Hblii No 7411) u ot 26 anpens 2006 r. Ne 316 (3apeructpupoBadH MuHu-
crepctBoM toctuuinm Poccuiickoit @eaepaunu 26 masg 2006 r., peructpa-
LHUOHHBIN No 7878).

8. OkazaHue CcHeuUaJIu3UpPOBAHHONM MEIMIMHCKON MOMOIIM OOJIb-
HBIM OCYILIECTBJISIETCS C MPUBJICUCHUEM Bpadeii-CcreluaaricToB 10 CIie-
LUAJIBHOCTSIM, IIpedyCMOTpeHHBIM HOMEHKIIATypoii cIielnalbHOCTEeH
CIIELIMAJIMCTOB C BBICHIMM U MOCIEBY30BCKUM MEIMIIMHCKUM U (hapMa-
LeBTUUECKUM OoOpa3oBaHUEeM B cdepe 3apaBooxpaHeHUs Poccuiickoii
Denepanyy, yIBepKICHHONM MpUKa3oM MMHUCTEPCTBA 3IpaBOOXpaHe-
HUs U counanbHoro passutusi Poccuiickoit Menepauum ot 23 anpenst
2009 r. Ne 210H (3apeructpupoBaH MUHUCTEPCTBOM ocTuLiMK Poccuii-
ckoit Penepauuu 5 uioHs 2009 1., perucrpaunoHHbiil No 14032), ¢ u3-
MEHEHUSIMM, BHECEHHBIMM ITPUKAa30M MUHUCTEPCTBA 3APaBOOXPAHEHMS
n coumanabHoro pa3sutus Poccniickoit Menepanum ot 9 pepans 2011 1.
Ne 941 (3apeructpupoBaH MuHucTepcTBOM ocTuliuu Poccuiickoit De-
nepauuu 16 mapta 2011 1., peructpannoHHbiii Ne 20144).

9. OxazaHue crelnuaau3upOBaHHONK MEIUIIMHCKOW MOMOIIU OCYy-
MIECTBISIETCS MO0 MEIUIIMHCKIM ITOKa3aHUSIM IIPY CAMOCTOSITEJIbHOM 00-
palieHuu 00JIbHOIO WJIM COBMECTHO C €TI0 3aKOHHBIM IPEACTaBUTEIIEM,
110 HampaBJICHUIO MEAUIIMHCKOTO paOOTHUKA CO CPEIHUM MEIULIMHCKIM
oOpa3oBaHMEM, Bpadya-TepalieBTa y4aCTKOBOIrO, Bpadya-reararpa yJdact-
KOBOTO, Bpaya 0o0lleil MpakKTUKU (CeMeiHOTo Bpaya), Bpaya-TeparenTa,
Bpada-IenyaTpa, Bpada-IueTo]0Ta MEIMIMHCKON OpTraHM3alluy, OKa-
3bIBAIOLICH IEPBUYHYIO MEIUKO-CAHUTAPHYIO IIOMOIIIb, a TAKKE IPU J10-
CTaBJIEHUU O0JIbHOIO OpUragoil CKopo MeAUIIMHCKON MTOMOIIIMU.

10. Oka3zaHue crieMaaIn3upoBaHHON MEIUIIMHCKOM ITOMOIIHN, 32 UC-
KJIIOUEHMEM BBICOKOTEXHOJOTUYHOM MEIUIIMHCKOM TMTOMOIIU, OCYIIECT-
BIsIeTCS B (pemepanbHbIX MEAUMLIMHCKUX OPraHU3alUSIX, HAXOISIIUXCS
B BeJeHMM MuHMCTEpCTBa 3apaBooxpaHeHust Poccuiickoit Menepannu,
MIpY HEOOXOIMMOCTH YCTAHOBJICHMSI OKOHYATEILHOTO IMArHo3a B CBSI-
31 ¢ HETUIMYHOCTBIO TEUCHMS 3a00JIeBaHUsI, OTCYTCTBUM 3 deKTa OT
MPOBOIMMOM Teparuu U (MJIM) TTIOBTOPHBIX KYpCOB JICUCHUS IIPU BEPO-
ATHOU 3(P(HEKTUBHOCTU IPYIrUX METOHAOB JICUCHUSI, BLICOKOM PUCKE XM-
PYPTUUYECKOTO JICYCHHUS B CBSI3U C OCJIIOXHEHHBIM TeYeHUEM OCHOBHOTO
3a00JIeBaHUSI WJIM C HAJIMIMEM COITYTCTBYIOIINX 3a00JIeBaHUI, HEO0X0-
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JUMOCTH 1000CIeI0BaHMS B IMaTHOCTUYECKHU CIOXKHBIX CITydasix v (MJIN)
KOMILJIEKCHOI MpeaorepalMoOHHON MOATOTOBKE Y OOJBHBIX C OCJIOX-
HEHHBbIMU (popMaMu 3a00eBaHUSI, COMYTCTBYIOLIMMU 3a007eBaHUSIMHU,
MPpU HEOOXOAMMOCTHU IMOBTOPHOI TOCIMTAIM3ALMKU MO PEeKOMEHIALIU
YKa3aHHBIX (elepaTbHbIX MEIULIMHCKIX OPTaHMU3ALMI B COOTBETCTBUU
¢ IopsinkoM HampasieHus rpaxnaH Poccuiickoit Penepanuu B dene-
pajbHBIE TOCYAapCTBEHHbBIC YIPEXKICHUS, HaXOMSIINecs B BeneHnu Mu-
HUCTEPCTBA 3ApPaBOOXPAaHEHMSI M COLMAIbHOrO pa3Butus Poccuiickoii
Denepanyn, 17151 OKa3aHMS CIIEIAATN3UPOBAHHOM MEIUIIMHCKOM TTOMO-
1M, TIPUBEACHHBIM B IMPWIOXKeHUH K [lopsiaKy opraHn3anuy oKa3aHus
CMeUMaJIM3MPOBAHHON MEAUIIMHCKON TOMOIIM, YTBEPXKIECHHOMY IpU-
Ka30M MuHUCTEpCTBa 3MpaBOOXPAaHEHUS M COLMAIBLHOTO pa3BUTHs Poc-
cuiickoit @enepaunm ot 16 anpens 2010 r. Ne 2431 (3aperucTpupoBaH
MunnctepctBoM roctuninm Poceniickoit @epeparym 12 mag 2010 1., pe-
rucTpaliMoHHBI Ne 17175), a TakkKe IMpW HAIMIUU Y OOJBHOIO MEIM-
LIMHCKUX TIOKa3aHuil — B (heaepaabHbIX MEIUIIMHCKUX OpraHU3aIusIX,
OKa3bIBAIOIIMX CIIEIUAIM3UPOBAHHYI0 MEIUIIMHCKYIO IIOMOIIb, B CO-
otBeTcTBUU ¢ [lopsimkom HampaBieHUs IpaXdaH opraHaMy WCIIOJHU-
TeJIbHOM BJIacTU cyOBeKTOB Poccuiickoit Menepanym B cdepe 3apaBo-
OXpaHEHMSI K MECTY JICYeHUsI TP HAIMYMKM MEIUIIMHCKUX MMOKa3aHUM,
YTBEPXKIEHHBIM TTpUKa3oM MMHHCTEPCTBA 3IpaBOOXPAaHEHUSI U COLM-
anbpHOro passutus Poccuiickoit @enepanviu ot 5 okTsa6ps 2005 1. Ne 617
(3apeructpupoBaH MUHKUCTEPCTBOM locTuLiK Poccuiickoit @enepaunu
27 oxts6pst 2005 1., peructpauroHHbI Ne 7115).

11. boapHbIe TpY HATMYMM MEAUIIMHCKUX MTOKA3aHUI HAIIpaBIISIIOT-
csl UIST TIpOBEIEHUS peaOMIMTALIMOHHBIX MEPOITPUSITUI B CIIELIMAIN31-
pPOBaHHBIC MEIUIIMHCKIE 1 CAHATOPHO-KYPOPTHBIE OpraHU3aI1H.

12. MenuuuMHCKME OpraHu3aly, OKa3bIiBalole MEIUIIMHCKYIO I10-
MOIIIb, OCYIIECTBJISIIOT CBOIO IESITeJIbHOCTh B COOTBETCTBUM C IMIPUIOXKE-
Husmu No 1—11 k Hacrosmemy [Topsaky.
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IIpunoxenue 6

MeaMUUHCKHE YCJIYTH 10 HyTPUTHBHO# NOIIEPKKE
(ITpuka3 Munsnpasa Poccun ot 13.10.2017 . Ne 804H
«O0 yTBepKIeHNN HOMEHKJIATYPhl MEAULIMHCKUX YCITyT»)

A02.01.001 NU3mepeHue Macchl Tea

A14.16.002 Yxon 3a HazoracTpajbHbIM 30HIOM

A14.16.003 KopmiieHne TsKen000JIbHOTO MallMeHTa Yepe3 racTpo-
CTOMY

Al14.30.003 KopmieHue TskKelno0OIbHOTO ITallMeHTa 4yepe3 poT u/
WJIM Ha30racTpaabHbIN 30H

A23.30.051 CocTaBiieHrE MEHIO TUETUYECKOTO MUTAHUS

A23.30.052 PacueT KamOpuiitHOCTY TUEThI

A23.30.053 OnpeneneHue NMIMKEMUYECKOIO MHAEKCA MUIIEBBIX MPO-
JIYKTOB 1 OJTION,

A23.30.054 MOHUMTOPUHI CTPYKTYpHI TOTPEOJICHUSI MUILIEBBIX Be-
IIECTB ¥ SHePTUHN

A23.30.055 Ouenka pucka pa3BUTHUS alMMEHTAapHO-3aBUCHUMBIX 3a-
OosieBaHUI

A23.30.056 Ouenka (pakKTHUYECKOro MMTAHUS C UCIIOJIb30BaHUEM Me-
ToAa 24-4acoBOro (CyTOUHOIr0) BOCHPOU3BEACHUS TUTAHUS

A25.01.002 HasznaueHune q1MeTHUIECKOTO TUTAaHWS ITPU 3a00JIeBaHUSIX
KOXU, MMOJKOXHO-KMPOBOM KJIETYaTKH, MPUIATKOB KOXU

A25.02.002 HazHaueHure O1METUYECKOTrO MUTAaHUS MPU 3a00JeBaHUIX
MBILIIEYHOU CUCTEMBI

A25.03.002 HazHaueHuHe AMETUYECKOTrO MUTAHUS MPU 3a00J1eBaHUSIX
KOCTHOM CUCTEMBI

A25.04.002 HazHaueHUEe TMETUYECKOTO MTUTAHUS MPU 3a00JI€BaHUSIX
CyCTaBOB

A25.05.002 HazHaueHue JMeTUYECKOro MUTAaHUS MMPHU 3a00J1eBaHUSIX
CHCTEMBI OPTaHOB KPOBETBOPEHMSI U KPOBU

A25.06.002 HazHaueHue JMETUYECKOTO IMUTAHUS TIPU 3a00JIeBAHUSIX
MMMYHHOI CHCTEMBI

A25.07.002 HasznaueHne IMETUYECKOTO TTUTAaHWS ITPU 3a00JIeBaHUSIX
MOJIOCTU pTa U 3yO0B
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A25.08.002 HaznaueHre TMeTUYECKOTrO TTMTAaHUS MTPY 3a00J1eBaHUSIX
BEPXHUX JbIXaTeIbHBIX MyTCi

A25.09.002 HazHaueHre TUETUYECKOTO IMTUTAHUS IIPU 3a00JIeBaHUSIX
HWKHUX IbIXaTeJIbHBIX ITyTei U IETOUHON TKaHU

A25.10.002 HazHaueHure IMETUYECKOTrO MUTAHUS MPU 3a00JeBaHUIX
cepaua v repukapna

A25.11.002 HazHaueHure AMETUYECKOTrO MUTAHUS MPU 3a00JeBaHUSIX
CPeIOCTEHMUS

A25.12.002 HazHayeHUEe TMETUYECKOTO TUTAHUS MPU 3a00JI€BaHUSIX
KPYIHBIX KPOBEHOCHBIX COCYIIOB

A25.14.002 HazHayeHune METUYECKOTO MUTAHUS MPHU 3a00J1eBaHUSIX
MeYeHU U KeTIEBBIBOISIINX ITyTeit

A25.15.002 HaznHaueHre TMeTUYECKOTrO TTMTAaHUS MTPY 3a00JIeBaHUSIX
TOIKETYTOYHOM Xele3bl

A25.16.002 HazHaueHue AMETUYECKOTO MMUTAHUS TIPU 3a00JIEBAHUSIX
MUIIEBOA, XKeTyaKa, IBEHaALIaTUIIEPCTHON KUIIIKYU

A25.17.002 HazHaueHuHe O1METUYECKOTrO MUTAHUS MPU 3a00JeBaHUIX
TOHKOWM KUIIIKA

A25.18.002 HazHaueHure AMETUYECKOTrO MUTAHUS MPU 3a00J1eBaHUSIX
TOJICTOW KUIIKU

A25.19.002 HazHayeHUEe TMETUYECKOTO MTUTAHUS MPU 3a00JI€BaHUSIX
CUTMOBUIHOW U TIPSIMOUN KUK

A25.22.002 HazHaueHune IMETUUECKOTO MUTAHUS MPHU 3a00J1eBaHUSIX
XeJie3 BHYTPEHHEN CeKpeluun

A25.23.002 HazHaueHre TMEeTUYECKOTrO TTMTAaHUS MTPY 3a00JIeBaHUSIX
LIEHTPaJIbHOI HEPBHOI CUCTEMBI 1 TOJIOBHOTO MO3ra

A25.24.002 HaznaueHMe TMETUYECKOTO TTMTAaHUS MTPU 3a00JIeBaHUSIX
nepudepruyecKkoii HEPBHOU CUCTEMBI

A25.28.002 HazHaueHure 1METUYECKOTrO MUTAHUS MPU 3a00JeBaHUIX
MOYeK 1 MOYEBBIIEINUTEIbHOTO TPaKTa

A25.29.002 HazHaueHure AIMETUYECKOTrO MUTAHUS MPU 3a00J1eBaHUSIX
TICUXUUECKOM chephl

A25.30.002 HazHayeHue AUETUYECKOTO MUTAaHUSI TP HEYTOYHEHHBIX
3a00JIeBaHUSIX

A25.30.006 HazHaueHne 1MeTUYECKOTO ITUTAaHUS B IIpeorepalioH-
HOM TIEpUOJIEe
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A25.30.009 HazHaueHue TMETUYECKOIrO MUTAHUS B IIOCIEOIepalu-
OHHOM Tepuoe

A25.30.015 HasnaueHre TMETUYECKOTO MATAHUS TIPU OHKOJIOTHYE-
CKOM 3a00JIeBaHUU Y IeTeil

A25.30.017 HazHayeHre NMEeTUYECKOTrO MUTAHMSI TIPU OKa3aHUU TTaJl-
JIMATUBHOW MTOMOIIIU

A25.30.018 Pacuet cyTouHOIi 3HEpreTUYECKOi LIEHHOCTU C YYEeTOM
pu3moIOrNYECcKOit Macchl Tena M (PU3NIECKNX HaTPy30K

A25.30.021 Ha3nayeHue AMETUYECKOTO TMHUTAHWUSI TMPU MaTOJOTUU
Y HOBOPOXKIEHHOTO
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IIpunoxenue 7

‘YpoBuu MoTopHbIX (hyHKIMiA Mo MexayHapoaHoii mkase Kiaccuguka-
mu MoTopHbIX ynkimii namuenta (Global Motor Function Classification
System — GMFCS)

(Palisano R., Rosenbaum P., Walter S. 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 — wmexnyHapomHas cucTteMa KiacCU(UKALMU MOTOPHBIX
(YHKIIMI ITAIIMEHTOB C IETCKUM LiepeOpaJIbHBIM IIapaJIMdoM B BO3pacTe
crapiie AByx JieT. OHa OlLieHMBaeT 00110 (DYHKIIMOHAIbHYIO aKTUBHOCTD
MalKreHTa B IIPUBBIYHOM IUISI HETO CPelie U CTEIIeHb €€ OTpaHUICHHUSI.

HanHasi mKama mpemioxkeHa B 1997 romy KaHaaCKMMM YYE€HBI-
Mu u3 lleHTpa ucciaenoBaHWI NETCKOM WHBAJIMIHOCTA YHUBEPCUTE-
ta Makmactep (McMaster University). B 2007 romy mikajia Obljia mepe-
CMOTpEHa U JOIMOJIHEHA, BIOCIEACTBUM TepeBeieHa Ha PYCCKUI SI3bIK.
OTIMYNUTENIbHOM 0COOEHHOCTHIO IIKAJIBI SIBJISIETCS OlleHKAa UMEHHO I10-
BCEIHEBHOIO YPOBHSI aKTMBHOCTM, a HE MAaKCHMAaJIbHO BO3MOXHOTO
YPOBHSI, NEMOHCTPUPYEMOrO TOJLKO BO BpeMsl BpaueOHOTO OCMOTpa.
Tun JLIT npu 3ToM He y4UTbIBaeTCsI. ABTOPBI ITIOJUEPKUBAIOT, UTO 1IKAa-
Jla co3aHa JUisl onpeiesIeHUs TeKyIel ITOBCeTHEBHOI CITOCOOHOCTH Ta-
LIMeHTa K IepeIBIKCHUIO, a He JUISI OLIEHKH IPOrHO3a.

IIkaxa GMFCS geaMrcs Ha 5 ypoBHeid:

1-ii ypoBeHb: 1eTH, KOTOpHIE MOTYT XOAMTh 0€3 OrpaHWYeHMH,
HO HE CIPaBJISIOTCS ¢ 00Jiee C0XKHBIMU IBUTATEILHBIMUA HaBBIKAMMU.

2-ii ypoBeHb: IETU, KOTOPbIE IMePEABUTAIOTCS CAMOCTOSITENIHHO C Orpa-
HUYEHHUSIMU.

3-i1 ypoBeHb: JeTH, KOTOPBIE MEPEABUTAIOTCS C UCIIOIb30BAHUEM 0-
TTOJIHUTEJIbHBIX TTPUCIIOCOOIEHUI (TPOCTH, XOMYHKU) IO POBHOM TO-
BEPXHOCTH.
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4-ii ypoBeHb. NE€TH, KOTOPbIE MOTYT CAMOCTOSITEJIbHO CHUICTD,
HO He MOryT xoauTh. [1o ynuiie oHu b0 MmepeaBUralTcs B Kpecie ak-
TUBHOTI'O TUIIA, TUOO TPAHCIIOPTUPYIOTCS ITACCUBHO.

5-ii ypoBeHb: JeTH, KOTOPbIe HE CIIOCOOHBI ITepeABUTAThCS 0e3 IMo-
CTOPOHHEI MOMOIIM, PEAKO — IPU MCIIOJb30BaHUM aJdallTUPOBAHHOIO
Kpecia ¢ 3J1eKTPOITPUBOIOM.

Pazmmuns mexay ypoBHsivu 1 M 2 — 110 CpaBHEHMIO C IETbMU U IO~
pocTKaM# 1-ro YpOBHSI IE€TH U MOIPOCTKU 2-TO YPOBHS UMEIOT OTpaHM-
YeHUs B XOAb0e Ha JIMHHbIC TUCTAHIIMU U B OajlaHCcupoBKe. M MoxeT
MOHATOOUTHCS MCIIOJIB30BAHNE PYYHBIX IIPUCIIOCOOICHUI IJIST TIepeIBU -
JKeHUSI, KOTAa OHM BIIEPBbIe 00yYalOTCsI XOAb0Ee; MOI'YT MCIIOJIb30BaThCS
KOJIECHBIE CPENICTBA ITepeIBUKCHMS IIPU ITyTEIIECTBUM Ha JUIMHHBIE TUC-
TaHLIMM Ha OTKPBITOM BO3MAYyXe WM B OOIIECTBEHHBIE MECTa; TPeOyeTCs
HCIIOJIb30BaHME MEePU IIPU MTOABEME U CITyCKe I10 JIECTHUIIE; OHU Orpa-
HUYCHHEI B CITOCOOHOCTH OeraTh U IIPHITaTh

Pa3nnuns mexxny ypoBHaAME 2 U 3 — IETU U MOJPOCTKHU CO 2-M YPOBHEM
CITOCOOHBI XOAUTH 0€3 PYYHBIX IPHUCITIOCOOICHUI IJIsT ITepeaBIKECHMS
rmocne 4-JieTHeTo Bo3pacTa (XOTs OHM 1 MOTYT BBIOMPATh X UCIIOIL30Ba-
HUEe BpeMs OT BpeMeHM). JIeTH 1 MOIPOCTKHU ¢ 3-M YPOBHEM HYKIAIOTCS
B PYYHBIX IIPUCIIOCOOICHUSX IS TIEPEABIKCHMST B IIOMEIICHUSX U HC-
MOJIb3YIOT KOJIECHBIE CPEICTBA MEPENABMKEHS Ha YJIULIE 1 B OOILIECTBEH-
HBIX MECTax.

Pazmmunst mexxny ypoBHsMu 3 M 4 — 1eTU U IIOIPOCTKU € 3-M YPOBHEM
CHUJIISIT CAMOCTOSITEILHO M TPEOYIOT He3HAUMTEIbHOM BHEIITHE ! MMOIAE PXK-
KM IIPU CUASHUN; OHU 00oJiee HE3aBUCHUMBI IIPU TIePEMEIICHUN CTOSI, MO-
TYT XOAUTb, UCMOJIb3YSl PYYHbIE MPUCITOCOONECHMS 11 TTePEABUKEHMSI.
Hetn 1 ToApOCTKH ¢ 4-M YPOBHEM B IIOJIOXKEHUU CUAST OOBIYHO HYXKIA-
IOTCSI B ITOJIEPKKE, HO B CAMOCTOSITEIbHOM IepeIBUKEHUN OTpaHUYCH-
HBI. JIeT ¥ MOOPOCTKYU C 4-M YPOBHEM Yallle BCETO TPAHCIIOPTUPYIOTCS
B PYYHOM MHBAJIMIHOM KPECJIe WIN C UCIIOJIb30BaHNEM KOJISICKH C DJIeK-
TPOIIPUBOIOM.

Paznmuns mexay ypoBusmMu 4 u 5 — 1eTH 1 TIOAPOCTKU C 5-M ypOB-
HEM HMEIOT Cepbe3Hble OrPaHUUYEHUS] KOHTPOJISI IOJOXEHMST T'OJIOBbI
¥ TYJIOBHUIIIA U TPeOYIOT KaK 3HAUMTEIbHON (PU3NIECKOI TOMOIIN IPYTO-
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ro Jjimnga, Tak u TEXHOJIOTMYECKOMN IIOAACP2KKH. CamocTosTeabHOoe epe-
ABU2KCHUEC JOCTUTACTCA, TOJIBKO €CJIN pe6eHOK NN ITOAPOCTOK HAYUHTCA
VIIpaBJIATb UHBAJIMAHBIM KPECJIOM.

Mg xaxnoro ypoBHs cuctema GMFCS conepXuT otaefbHbIe MTOAPOO-
HbIE OMUCAaHUS IJIsI AeTel pa3HbIX BO3PACTHBIX TPYIIII.
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IIpunoxenue 8

CKpHHHMHTOBbIE METO/IbI OIIEHKH PUCKA HYTPUTUBHON HETOCTATOYHOCTH
y Aetei

(Hut. mo: Anrexcandposuu FO.C. Anexcanoposuyu U.B., [Twenucnos K. B.
CKpMHUHTOBBIE METOAbI OLICHKM HYTPUTUBHOIO PUCKA Y TOCIIUTAIU3M -
poBaHHBIX neTeil // BecTHuk mHTeHCcUMBHOM Teparmu. 2015, Ne3. C. 24—
31).

1. Ynpowennasa neduampuueckas wkaia
OUEeHKU HYMPUMueHo20 PUcKa

Simple pediatric nutritional risk score
(Sermet-Gaudelus I. et al., 2000)

PexomeHmyercst mIst eXKeTHEBHOT'O MCITOJIb30BAaHUS BO BPEMSI TOCITH-
TaJU3alyK C LEJIbIO BBISIBICHUS MAlMEHTOB ¢ PUCKOM HEIOCTATOYHOIO
IMUTAaHUS B Bo3pacTte oT 1 Mecsia.

[MaTonornyeckrue COCTOSSHUS MOApa3deisiioTcs Ha Jjerkue (1-it
KJacc), cpeaHel TskecTu (2-1 Kitace) U Tsikenble (3-i Kiacce).

1-if Kmacc — coCTOSIHMSI, IIJI1 KOTOPBIX XapaKTepHbI «CJIadble» (pak-
TOPBI CTpEcca, HAIIpUMepP, ITOCTYIUICHUE B CTALIMOHAD IIJIST BBIIIOJHEHMUS
JTUArHOCTUYECKUX MIPOLIEAYDP, JIeTKMEe MHMEKINOHHBIE 3a00JIeBaHusI, He-
00513aTeIbHO TPEOYIOIIME TOCUTAIM3ALIMHA, IPYTHE JerKue 3a00JeBaHUs
WY MaJjiast Xupyprusi.

2-ii K1acc — HaJImuue yMepeHHBIX (paKTOPOB CTpecca, HalpuMep TsI-
JKeJIble, HO He XXM3HEeYTpoXaoline MHMEKIUY, OObIYHBIC OTICpallin, I1e-
peIoMbI, XpOHMUECKHE 3a00JIeBaHusI 0€3 OCTPBIX OCJIOKHEHUI WU BOC-
MaJIuTeIbHbIC 3a00JIeBaHUS KUIIICUHUKA.

3-ii kaacc — cepbe3Hblie hakTophl cTpecca: CITHU]L, 310KkauyecTBEeHHbIE
OITYXOJIM, TSKEJIBIIA CEIICUC, OOJIbIINE OepPaTUBHBIC BMEIIATEILCTRA.

O1neHKa HYyTPUTHBHOIO pucKa (B Auana3oHe ot 0 10 5 6a10B)

IIpu npueme muum meHee 50% npucBauBaercs 1 6amwn. Ilpu Hamu-
yuu 6oan — 1 6ami, mpu 2-M Kjiacce MaToJIOrMYecKOro COCTOSIHUSI —
1 6amm, mpu 3-M KJtacce maToJIOTUIECKOTO COCTOSTHUS — 3 Oasa.
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IIpu cymmapHoii onieHke B 1 mim 2 6ajijila MeeT MeCTO YMepeHHas
HEJIOCTATOYHOCTh ITUTAHUSI.

I1pu ouieHke 6osee 3 6aMIOB MMeeTCs BEICOKHIA PUCK HEAOCTATOYHO-
CTU NMUTaHUSI.

Tsxxecth 3a0oneBanus | bonb bann HyTputuBHbIi
noTpedJeHue TTUILU pucK
<50%

Jlerkas (kmacc 1) Her 0 Jlerkuii

Jlerkas (xmacc 1) (0)i1743 1 1 CpenHuii

Jlerkas (kmacc 1) O06a 2 CpenHuii

Cpennsis (kmacc 2) Her 1 CpenHmii

CpenHss (kiacc 2) OnuH 2 CpenHuii

Cpennss (kmacc 2) 0O6a 3 Bricokuii

Tsxenas (kiacc 3) Her 3 Boicokuii

Tskenas (kiacc 3) OnnH 4 Boicokmii

Tsxenas (kiacc 3) O6a 5 Bricokuii

1I. Ckpununeoentii Memoo oueHku pucka
Hedocmamo4HoOCmu NUMAaHUs
Screening tool for risk of nutritional status and growth STRONGKids
(Joosten K. et al., 2010)

Merton COCTOMT M3 ONPOCHMKA O TEKYIIEM HYTPUTHBHOM CTaTyCe
nainyeHTa B Bo3pacte oT 1 mecsua g0 17 JeT, o HaJu4uu COIyTCTBYIO-
IIMX 3a00J1eBaHU, MOCTYIJIEHUW MUTATENIbHBIX BEIIECTB U UX IOTEPb,
00 ucTopum TeKylileil mnorepu maccol Teja. Ha ocHoBaHMY CyMMBbI 0a/LJ10B
KaXXJ10ro KOMIIOHEHTA JeTeil MOXXHO KjiacCupULUMPOBATh COINIACHO HU3-
KOMY, YMEPEHHOMY U BEICOKOMY PHUCKY.

HccnenoBatespb 3amaeT BONPOCHl MALIMEHTY, OLIEHUBAsI OTBETHI Oai-
Jamu. CymMmapHasl olieHKa MOXET HaxoAuThbcs B auamna3zoHe ot 0 go 5
0asnos.
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MeTon CKpMHUHTA IS BBISIBICHMS ACTEei TPYIIIIbI
pUCKa M0 MUTAHUIO

ITapameTpbl bann

1 | Cybsexmuenas KauHu4eckas oyeHKa 1 6ann
MOXHO M TIPEONOJIOKUTh, YTO TAIIMEHT HEIOMOJNydYaeT ITH-
TaTeJbHBIX BEIIECTB, MCXOMS W3 CYOBEKTUBHON KIMHUYECKOMN
OLIEHKU (HEeZOCTaTOYHOE KOJTMIECTBO IMTOAKOXHO-KPOBOM KITET-
YaTKU Y/WJIA MBIIIEYHOW MaCChl U/ U3TUIITHE XyI0¢ JIAIIO)

2 | Haauuue 3a601e6anus 6bic0K020 pUcKa 2 bata
WmeeTcs nu y maliMeHTa 3aboieBaHue M3 crrcka (CM.), KOTopoe
MOXET MPUBECTHU K UCTOIECHUIO, WU OKUAAETCS JIU MPOBEACHUE
OOJIBIION OTKPHITOM orepauumn’?

3 | llocmynaenue u nomeps numamenbHblX GeULECME 1 6ann
ITpucytcTByeT 1 UTO-T1OO0 U3 HUKEMEPEUUCTIEHHOTO:

CunbHast nuapest (5 u 6oyiee pa3 B IeHb) W/WIK pBota (>3 pas/
JIEHb) B MOCJIEAHUE HECKOJIbKO THE?

CHMXeHMEe KOJTM4eCcTBa MoTpedIsieMOoli UMY B TeUeHKUE TTOCIIeI-
HUX HECKOJIbKUX ITHe#l Tepen rocnuTaiu3anueil (He BKITIOYast
npeaonepauvoHHbIe TUEThI)?

Panee naBanuch peKOMEHIALMY 110 CTIEIUaTbHOMY TUTAaHUIO?
HeBo3MOXHOCTh MUTATHCS B JOCTATOYHOM 00beMe U3-3a 6osin?

4 | Ilomeps eeca uau Hedocmamournas npuoaska eeca? 1 6amn
EcTb motepst Beca uiau HeT pubaBKM B Bece (Ist aeTeii 1o 1 roma)
B T€UCHUE MTOCJIEIHUX HECKOIBKUX HElleIb/MecsI1eB?

ﬂanee, B 3aBUCHMMOCTH OT IMOJYYCHHBIX 6EU'U'IOB, OIIpCACIAIOT CTC-
TIEHDb pUCKa HEAOCTATOYHOCTU IMUTAHUA U NaJbHEHUINNE NEUCTBUS.

O1eHKa prcKa HEIOCTaTOYHOCTY ITUTAHUS I PEKOMEHIAIIN
10 KOPPEeKILIUU

banmn |Crenens | PexkomeHmaunu
pucka
4-5 Boicokuii | KoHcynbTauust ¢ jedyaliMM BpauyoM W JUETOJIOTOM ISt
YTOUHEHUSI JIMarHo3a W COCTaBJ€HUS WHIUBUAYaJIbHOM
oueTel. HasHauuTh XMOKWK,/ KalIuieoOpas3HBI IIpH-
KOPM 10 YTOUHEHUS IMarHosa.
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1-3

Cpennuii | KoHcynbralus ¢ jeyaluM BpauyoM JIJis YTOUHEHUS Aua-
THO3a, 00CYyXXJAeHUEe HEOOXOAUMOCTHU AOTOJHEHUN U U3-
MEHEHMI B MUTAaHUU C aAueTojorom. MiamepeHue Beca 2
pasza B HEIEIIO C IIOBTOPHOM OLIEHKOUW pUCKa I10 JaHHOK
1LIKaJie Yepe3 HeleIo.

Huskuit | CrienmanbHBIX peKoOMeHmanuii He Tpeodyercs. [lepromm-
YeCcKO€e B3BEILIMBAHUE COIJIACHO MPUHSITOMY B OOJbHUIIE
pacIiopsiIKy C TTOCJIEAYIOIIEeH TOBTOPHOU OLIEHKOM pUCKa
110 JAHHOM 111KaJie Yepe3 HEAEIO.

3abosieBaHUs «BbICOKOTO pucka» 1 mkKaiabl STRONGKids

Hepsrasa anopekcust

Oxoru

BponxonynbMoHanbHasg aucIuia3us (TONBKO IJIS OeTei Mulamiie
2 J1eT)

Henuakus

MyxkoBucuuag03

Hespenocts/HenoHoleHHOCTD (KOPPEKTUPOBKA 10 6 MECSILIEB)
XpoHuyecKure 3a00eBaHusI cepala

Wndexauu (CITHU)

BocnanureapHble 3a00/IeBaHIS KUIICYHUKA

Pak

XpoHuueckue 3a001eBaHUs TTIEYeHU

XpoHuueckre 3a00aeBaHUS TTOYEK

ITankpeaTtur

CHHAPOM KOPOTKOTO KUIIIEYHUKA

3abo1eBaHMSI MBIIIILI

TpaBmbl

YMCTBEHHAas! OTCTaNOCTh / 3aiepyKKa YMCTBEHHOI'O Pa3BUTHUS
[Ipencrosiast 60JbI1ast oneparus

Hecneuuduueckue 3a60aeBaHus (Ha yCMOTPpEHUE Bpaya)
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111. Jlemckas Hopkxuiickas wikaia He0ocmamo4HoCmu RUManus

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

HaHHag 1mKaja OLeHKW MpUMEHSeTCs y neTeil B Bo3pacTe oT 1 roga
no 16 net. [deteit maanmie 1 roga HEOOXOAMMO PETYJISPHO B3BEIIMBAThH

1 N3MEPATDH C peFI/ICTpaHHCﬁ POCTa B HEHTUJIbHBIX TabIM1LAX.

IMomaro- | Kputepum mkabl O1ieHka
BBII
aJITOPUTM
Iar 1 Wnpexc maccol Tena Huke | Het
HVWXKHEWH  TpaHuubl g | Ila
JAHHOTO BO3pacTa M IoJia
1o Tabnmie (Tadia. 7)
Iar 2 Otmevaetcst i y pebeH- | Her
Ka CHWXEHME Macchl Tena|la
B IOCJIEAHEE BpeMsI?  Ilotepst Macchl Tena 6e3 siB-
HOM NIPpUYMHBI
* Omexnaa crana 6ojee CBO-
0oIHOI
e CHMXXEHUE TEMIOB MpubaB-
K1 Macchl Tea (eciu < 2 J1eT)
Iar 3 OtMeuaercss U cHmXKe- | Her
HUE MOTpedsieHnus MU |Jla
10 KpailHell Mepe B Teye- | CHUXeHUE OOBIYHOIO IOTpe-
HMUe rociefHell Henennu? | GaeHus NMUIIM KaK MUHUMYM
B TeUCHUE TTOCTICIHEH HeIe N
Ha
OTtcyTcTBUE MoTpedIeHUs
UM (MM BCEro HECKOJIbKO
IJIOTKOB) B TeUYEHHUE MOCIeI-
HEW Henesln
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lar 4

bByner v nutanue pebeH-
Ka TIOABEPXKEHO BIUSHUIO
TEKYIIETO COCTOSIHUSI/TO-
CIUTAIU3ALUM 110 Kpaii-
Hell Mepe B TeUeHUE Cleny-
fonieit Hegem?

Her

Ha

ITo kpaiiHeit Mepe B TeueHue
clenyoleil Helemun

* IloBbllIeHHOE MTOTpebIeHNE
u/vunmn

* TloBblllIeHHBIE TOTPEOHO-
CTU U/WUnu

* [ToBblllIEHHBIE TOTEPU

OA

OTCyTCTBME  CAMOCTOSITEJIb-
HOTO MUTaHMS (MU BCEro He-
CKOJIBKO TJIOTKOB) TI0 KpaliHei
MeEpe B TEUYCHHUE CIEOYIOLICH
Henenu

IMoncuwnraiite obmIy0 cymmy 6awioB (cymma maros 1—4)

I/IHCTPYKL[I/IH 10 OLI€HKE MHACKCa MacCChl T€J1a

Bospacr (B romax) Manbuuku JleBouku
1 15,0 15,0
) 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
9 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 pacuemnviit UMT nuxce noxkazameneii 0as dannoeo o3pacma
u noaa, caedyem omeeuamo «Ja» 0as waea 1)

WNurepnperanus nanHbix: 0 6a110B — MOBTOPUTE OLIEHKY B Teue-
HUE ONHOU Henenu; 1 6ail — MOBTOPUTE OLICHKY B TeUEHUE TPeX AHEI;
2 u 6osee Oaslia — KOHCY/IbTAIMSI AUETOJIOTA, TOBTOPUTE OLIEHKY B Teue-

HHE OTHOM HEeNeIn.

1V. Karoueevie 6onpocwt 045 podumeaeli ¢ 4eavto OUeHKU NUManus,/
HapyuwieHull 2A10manus y oemeli ¢ yepeopaibHbIM NapaIuvom

(Arvedson J.C., 2013)

Bornpocet

KpacHbpiit daar

Kak gonro 3aHMMaeT Ipolecc KopM-
JICHUS BaIero pedoeHka?

Bonee yem 30 MUHYT B KaXKIbIil TIpUEM
UL

Bpemsi npuema nuium - SBIsIETCS
cTpeccoM il pebeHKa WM sl po-
nureneit?

Ha, ecim 3TO cTpecc ISt OMHOTO VTN
IPYTOro U3 HUX, VUIHU IS 000MX

ITpubaBku Maccel Tena Ballero pe-
OeHKa aJieKBaTHbI?

OtcyTcTBUME TIpUOABKM MaccChl Tela
B TeueHue 2—3 MecsileB

Ectb nmm pecnimpatropHbie ITpoOIIe-
MBI?

VYBeaumueHne BpeMEHU KOPMJICHWS,
OyJIbKAIOINIA TOJIOC, PecrMpaTopHbIe
npodJieMbl
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IIpunoxenue 9

Cucrema Ki1accu(pUKaIyu CIOCOOHOCTH NPUHATHS MUIMU U XKUIKOCTH
Eating and Drinking Ability Classification System (EDACS)
(pa3padorana ®OHIOM HALIMOHAJIBHON CHCTEMBI 31PaBOOXPAHEHMS
HemapramenTa rpadctBa Caccekc, Benmukoopuranus;
http://www.ggc.org/education/resources/ggc-publications/
publications.html)

YpoBeHb ITpusHaku

Yposens | EcTt 1 nbet 6e3onacHo U 3(pPeKTUBHO

VYposens 11 Ect 1 mbeT 6€30MacHO, HO C HEKOTOPBIMU OTPAHUYECHUSIMU (-
(pekTUBHOCTHU

Vposens III | EcT 1 ibeT ¢ HEKOTOPBIMU OTPAaHUYEHUSIMU O€30MTaCHOCTH;, MO-
TyT ObITh OrpaHUYEHUS 3(PHEKTUBHOCTU

VYposenb IV | EcT u nbeT CO 3HAUUTEIBHBIMU OTPaHUYEHUSIMU OE30TIACHOCTH

YpoBeHs V HeT BO3MOXXHOCTHU eCTh 1 IIUTh OE30IacHO — JJIsl 00ecIeYeHusI
MUTAHUST MOXKET pacCMaTPUBATHCSI KOPMJICHHE Yepe3 30H]T
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IIpunoxenue 10

Konsepcuonnsie ko3¢ unuenTsl K ypasHeHuo Xappuca — benenaukra
(IMpuka3z M3 P® or 5 aBrycra 2003 1. Ne 330 «O Mepax 1o coBepIleH-
CTBOBAHMUIO JIEUEOHOTO TTUTAHUSI B JIeUeOHO-MTPOGUTAKTUIECKUX YUPEXK-
neHusx PO» ¢ usmeHenussmu Ha 24 Hosi6pst 2016 1.
[Mpunoxenune NoS — MHCTpyKLIMS TIO OpraHU3alii QHTEPaTbHOTO
nutanus B JITTY)

Taxénasg mnonutpaBmMa —
1,6

YepermHo-MO3roBasi TpaB-
ma— 1,7

Oxoru (no 30 %) — 1,7
Oxoru (30-50 %) — 1,8
Oxoru (50-70 %) — 2,0
Oxoru (70-90 %) — 2,2

daxkTop ®axTop moBpexkneHus | Temmeparyp- Heduuut
aKTUBHOCTHU HBII (hakTOop MacchI Teja
TloctenbHBIN Heoonpmue omepamuu — |38°C — 1,1 ot 10 1o 20% —
pexum — 1,1 1,1 39°C—1,2 1,1
IManatHbIi ITepemomsr kocteit — 1,2 [40°C — 1,3 ot 20 no 30% —
pexum — 1,2 Bomnpmme onepamum — 1,3 (41°C — 1,4 1,2
OO6mmit IMepurtonur — 1,4 6oree 30% —
pexum — 1,3 Cencuc — 1,5 1,3
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