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TepMI/IHLI H onpecacjacHus

HeonaTanbHbIii CKPUHUHT — MEIUIMHCKAs IMAarHOCTUYECKAs TEXHOJIOTHUS CILIOIIHOTO
0e3BBI00POTHOTO JTa00PATOPHOTO 0OCIEIOBAHUS BCEX HOBOPOKICHHBIX HA HEKOTOPHIEC 3a00IeBaHHS
oOMEeHa BeIeCTB, MPU3BaHHAs 00ECIICYMTh CBOEBPEMEHHOE BBISIBJICHUE M HAYAJIO JICUCHHST OOJIBHBIX
JeTeH ¢ eTbI0 MPEAOTBPAILCHNS HX WHBAIUAN3ALH.

OBapuajbHasi HEIOCTATOYHOCTh — IATOJIOTUYECKOE COCTOSHHE, KOTOPOE MPOSBISCTCS
UCXOJHBIM OTCYTCTBHEM, CHIDKCHHEM WM NPEXKICBPEMEHHBIM IPEKpAICHHEM OBYJISTOPHOU M
CEKPETOPHOU (PYHKIMHU STTYHUKOB.

IIpenaTajbHasi THATHOCTHKA TAJIAKTO3€MUH — KOMIUICKCHAs JOPOJOBAasi TUArHOCTHKA C
LEJIBI0 BBISBJICHUS TAJIAKTO3€MHM HA CTaJUM BHYTPUYTPOOHOTO DPA3BHTHS IyTEM OMPEICICHUS
aKTUBHOCTH TajakTo30-1-pocdarypummnrpancdepassl (I'AJIT) B KynbType aMHHOLIUTOB, OHOIITaTE

U KyJIbTYp€e XOpHUOHA.



1. KpaTrkas unpopmanus

1.1 Onpenejienue

l'anakTo3eMusi — HACJEICTBEHHOE HapyIIeHHE OOMEHa YIJIeBOJOB, MpPHU KOTOPOM B
OpraHu3Me HaKalUIMBAETCsl M30BITOK TallakTo3bl M ee MeTabonuToB (ranakro3o-l-tocdara u
rajjakTUTONa), 4YTO OOYCIIOBIMBAeT KIMHUYECKYIO KapTUHY 3a0oyieBaHUs M (popMHpOBaHUE
OTCPOYEHHBIX OCJIOKHEHUH. THUIl HacIeOBaHUA TAIAKTO3EMHUH - AyTOCOMHO-PELIECCUBHBIN.

1.2 DTHOJIOTUS M IATOreHe3

l'amakto3a (oT rpeueckoro cinoBa gala, galaktos - Mosoko) mpencTaBisieT coOoi
MoHocaxapuj - C-4 snumep IIIOKO3bI, ¢ UACHTUYHON MOJIEKYISApHOU (OPpMYIION, HO C OTIMYHOM OT
TJIFOKO3BI  CTPYKTYpHOU opmynoil. HecMoTpss Ha OoJbIIOE CXOJACTBO MOJIKYJT TJIFOKO3BI H
rajaKkTo3bl, IMpeBpallleHue IMOCJIeNHeH B TIIOKO3y TpeOyeT HECKOJbKUX 3BOJIOIHOHHO-
KOHCEPBAaTHBHBIX (DEPMEHTATUBHBIX DPEAKIMH, KOTOpBIE MPOTEKAIOT B IUTOIUIA3ME KIETKU H
M3BECTHBI O] Ha3zBaHueM IyTu Jlemyapa merabonu3ma ranaktossl (IIpunoxenue I'1.). [Namakrosza
UMEeT Ba)KHEHIee 3HAa4eHHE I pocTa M Pa3BUTUS JETCKOTO OpraHu3Ma, TaK Kak SBISIETCA
KOMIIOHEHTOM IIHIIH TPYTHOTO peOeHKa, BXOISI B COCTaB MOJIOKA.

['amakTo3eMusi OTHOCHUTCA K HAacJEJCTBEHHBIM OOJIE3HAM YIJIEBOJAHOTO OOMEHa H
O00BEIMHIET HECKOJBKO TI'e€HETHYECKH TeTepOreHHbIX ¢GopM. B ocHoBe 3a00sieBaHHSA JIEKHUT
HE/IOCTaTOYHOCTh OJHOTO W3 TpeX (PEepMEHTOB, YUYaCTBYIOIIMX B METab0OIM3ME TajaKTO3bI:
ranakTo3o-1-pocharypununrpacudpepassl (I'AJIT), ranakrokunassl (I'AJIK) u ypuaun-gudocdar
(Y ®)-ranakro3o-4-snumupassl (I'AJID) (pucyHok 1). 3BecTHBI Tpu reHa, MyTallud B KOTOPBIX
MOTYT MPUBOJIUTH K PA3BUTHIO rajlakTo3eMuH (Tabnmua 1).

Tabumuna 1 - ['eHeTHueckasi reTepOreHHOCTh FaIaKTO3EMUH

DepMeHT HasBanue rena Jlokanuzanus reHa
I"anaxTo30-1-pocdar-ypuauntpanchepasza (I'AJIT) GALT 9p13.3
lNanakroxunaza (I"'AJIK) GALK1 17925.1

Y Ad-ranakro3o-4-3numepasa (I"AJID, snumepasa) GALE 1p36.11

["anakTo3a UrpaeT KpaiHe BayKHYIO pOJib B OpraHU3Me, OCOOCHHO PacTyIIEro peOeHka. DToT

MOHOCaxapua HE TOJIBKO SABJEICTCA 3HAUUMBIM HCTOYHHUKOM SHCPIUM IJId KIICTKU, HO WU CIIYKHUT
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HEOOXOMMBIM TUIACTHYECKUM MaTepUAJIOM JUIsi 00pa30BaHUs TIIMKONPOTEUIOB, TNIMKOJIUIUAOB U
IPYTrUX KOMIUIEKCHBIX COCMHEHUH, UCTIONb3YEMBIX OPTaHU3MOM Uil (JOPMHUPOBAHUS KJIETOUHBIX
MeMOpaH, HEpBHOW TKaHM, HEPBHBIX OKOHYAHHWM, MPOIECCOB MHUEIMHU3AIMN HEHPOHOB U Jp.
Hapymenne metabonmn3ma raixakTo3bl, HaOMOgaeMOe TMPHU TaJaKTO3eMUHU, HEU30€)KHO NMPUBOJIUT K
paccTpoiCTBY (PYHKIIMOHMPOBAHUS MHOTHUX OPTaHOB M CUCTEM OpPTraHU3Ma.

OCHOBHBIM HCTOYHHMKOM TaJlaKTO3bl y 4YeJIOBEKa SBIISETCS NHIIA. Bosblnoe KoJmuecTBO
noTpeOIsIeMbIX B TEUCHHE JIHS MHUILEBBIX MPOIYKTOB COAEPKAT JIAKTO3Y, U3 KOTOPOH B KUIIEYHHKE B
pe3yabTaTre THIposn3a 00pa3yercsl TajJakTo3a; MHOTHE MPOJYKTHI MUTAHUS COAEPKAT TajlakTo3y B
YUCTOM BHJIE. Y YeJIOBEKa TrajakTo3a MOXKET 00pa30BBIBATHCS SHJOTCHHBIM IyTE€M, MOJABIISAIONICE
ee  KOJMYEeCTBO  CHHTE3UpyeTcs B  mporecce  (EpMEHTATUBHBIX  pEakIuil  MEexXIy
ypunuaaudocharrmoko3on (Y d-rmoko3oit) n Y Ad-ranakTo3oil, a Takke B mpouecce oOMeHa
TJIMKOTIPOTEMHOB U TJIMKOJIMITHAOB.

[TaToreHeTnueckue MeXaHH3MBbl TaJlaKTO3EMUHU /O CHUX MOp TOJHOCTBHIO HE H3ydeHbl. B
pe3yabTare HelocTaTouHOCTH J1t000ro u3 Tpex ¢hepmentoB — 'AJIT, IAJIK umu 'AJID — B kpoBH
MOBBIIIAETCST KOHIEHTpaus ranakTtosbl. [Ipu nepurnure akruBHoctu epmento IAJIT u TAJID,
NOMHUMO M30BITKA TaJlaKTO3bl, B OpraHu3Me OOJILHOTO HAKaIUIMBACTCS TaKXKe H30BITOYHOE
KOJIMYECTBO TranakTo3o-l-¢ochara, dYTo Ha CETONHSAIIHUNA J€Hb CUMUTACTCS OCHOBHBIM
NATOreHEeTHUECKUM  (PakTopoM, OOYCIOBIMBAIOIIMM OOJIBIIMHCTBO KIMHHYECKUX MPOSIBICHUM
rajJjakTo3eMud U (POPMHUPOBAHUE OTCPOUECHHBIX OCHOKHEHHMU. M30BITOK rajakTo3bl B OpraHH3Me
MOKET METa0OJIM3UPOBATHCS JPYTUMH OMOXMMHUYECKUMU MyTsAMU: B npucyrctBuu HAJIO'H (nnm
HAJI-H) ona moeT npeBpamiarbes B rajgakTuTosl. HakomneHnue ranakTuTosna B KPOBH U TKAHAX U
MOBBIIIEHUE €0 KCKPELUU C MOYOH HAOMOgaeTCsl IpU BeeX (popMax rajlakTO3eMHUH; B XpyCTalIHUKe
rj1a3a U30BITOK TaJlaKTHTOJIA CIIOCOOCTBYET (DOPMUPOBAHUIO KaTapakThl. FIMEIOTCS CBEIEHUS O TOM,
YTO BBICOKOE COZIEpKaHUE TaTaKTUTOJIA B TKAHAX MO3Ta CIIocOOCTBYeT HaOyXaHHIO HEPBHBIX KIIETOK
1 (OPMHUPOBAHUIO TICEBJIOOMYXOJIH MO3Ta Y OT/EJIBHBIX OOJBHBIX.

[TaTonoruyeckue Mmpouecchl MpH rajakTo3eMUU O0YCIOBIECHBI HE TOJIBKO TOKCHUYECKUM JEHCTBUEM
YKa3aHHBIX TPOAYKTOB, HO U UX TOPMO3SIIUM BJIMSHHEM Ha aKTMBHOCTb JPYTruUX (EpMEHTOB,
YYacTBYIOIIUX B YIIIeBOAHOM oOMeHe ((ocdorimokoMyTassl, TIIHOK030-6-pocharaeruaporenassl),

CJICACTBHUEM YCTO ABJIACTCA TUTIOTIMKEMHUYECKUM CHUHPOM.



HpennonaraeTc;I TAKXKC, UYTO IMpCAPACIOIIOKCHHOCTL K CCIICUCY Y HOBOPOXICHHBIX C

rajjlakTo3eMuei 00ycioBiIeHa HHI'MOMPOBaHUEM OaKTePUAIbHONW aKTUBHOCTH JICHKOLIUTOB.

1.3 DnuaemMuoa0orus

YacroTa ranakro3eMHH IO JaHHBIM MacCOBOTO OOCII€IOBaHMS HOBOPOXKIEHHBIX B Poccum
coctasisieT 1: 20 000, mpu 3TOM moAaBisifoiee OONBIIMHCTBO CIIydaeB 3a00J1eBaHusl 00YCIIOBICHO
mytanusmu B reHe GALT.

1.4 KoqupoBanue no MKBE-10

E74.2 - napymenus ooOMeHa ranaktossl (HegoctatounocTs ranaktoknHassl. ['anakro3emus).

1.5 IIpuMepbl IHATHO30B

0 Kuaccuueckas eanakmozemusi mun [

0 Heoocmamounocms eanaxmokunaswvl - earakmoszemus mun 11

0 Hedocmamounocms ypuournougocgham-eanakmoso-4-snumepasvl (I'AJID unu snumepasvt) —
eanaxmoszemusi mun I11

O Hapywenus obmena zanakmo3svl

1.6 Knaccudukanus

B ocHOBYy coBpeMeHHON KilacCU(UKAIMK TalaKTO3EMHUU TMOJIOKEH 3THOJIOTUYECKUI
npuHiun. CymecTBYIOT TPH THIIA TAlaKTO3€MHM, B 3aBHCUMOCTH OT HMEIOLIETocs y OOJBHOTO
nedexTa 0JTHOTO U3 TPEX OCHOBHBIX (DEPMEHTOB, yUaCTBYIOLIUX B META00IM3ME TajlaKTO3bI:

I. Knaccuueckas - ramakro3emust | Tuma, oOycnoBineHHas aeduIMTOM (pepMeHTa rajakTo3o-1-
dochar-ypununrpancdepassl (CAJIT). DTOT TUI TallaKTO3eMUU TaK)Ke BKIIIOUAET B ce0s BapUAHT
Hyapre.

II. Henocratounocts ranaktokuHassl (I'AJIK) (ranakrozemust Il Tumna).

1. Jedunur ypunuaaudocdar-ranakro3zo-4-snumepassl (I'AJID unu suMepassl) — rajgakTo3eMHUs

I Tuna.

2. /lmarnocTuka

2.1 ’Kaao0bLI 1 aHAMHE3

Ha ¢hone eckapmnusanus monokom y HOB0POHCOEHHO20 NOAGNAEMCS peomd, Ouapes,
MblUleUHAs 2UNOMOHUSL, COHAUBOCMYb, eanocmy. Ocmanasiueaemcs npubaeka 6 macce mend,

Habmooaemcs 6s0e cocaHue, omkdas om zpydu mamepu, NOAGNAIOMCA U Hapacmarwm NpusHaxKu
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nopasiceHusi  NeYyeHu,  HACMo  CONPOBOAHCOAOWUECS — UNO2IUKeMUel,  JHcelmyxou U
eenamocnienome2anuell, Hepeoko Ommeyaemcs Kpo8omouugoCmy U3 MeCm UHbEKYUIL.

Haubonee msoicenvim npossienuem 2aiakmosemuu y HOB0PONCOEHHBIX ABNAEMC CENncuc,
KOmopulil umeem (hamanvbHoe meyeHue U uawje 6ce20 O00OYCIO8IeH 2PAMNONONCUMETbHBIMU
mukrpoopeanusmamu, ¢ 90% cayuaes - Escherichia coli.

3abonesanue 06v1uHO MaHugecmupyem 6 nepevie OHU - HeOelu MHCUSHU, OblICMPO
npoepeccupyem U 6  OMCYMCMEUU  JeYeHUsl HOCUM  JCUZHEY2PONCAIOWULl  Xapakmep.
Heoocmamounas npubaska maccoel mena, cuHOpom yeHemenus, pedce 6030yocoenus L[HC,
uUKmepuuHocms (pedce O61eOHOCMb) KONCHBLIX HOKPOBO8 U CIUSUCBIX, 2eNamoCHIeHOMe2aus,
yeenuuenue obvema olcugoma (acyum), Oucnencuyeckue paccmpoicmea (peoma, ouapesi),
2emMoppazudeckuti CUHOpOM, Kamapakmad.

2.2 Ou3uKkaJIbHOE 00CIeT0BAHUE

e PekoMeHyeTcs poOBEEHUE CTAHIAPTHOTO MOAPOOHOTO (PU3UKATHLHOIO OCMOTpA MAIHEHTA
C MOI03PCHUEM Ha rajakTo3emuto [1,6].
(Cuna pexoMeHAaun A; YpOBeHb YOeAUTeIbLHOCTH J0KA3aTEeIbCTB I)
Kommenrtapuii: Mozym Ovimo 6viaenensl: cHudxiCeHUe MACCbl med, UKMepUyHOCmy Ul

O1eOHOCb KOHCHBIX NOKpOB06, cenamocnjilenomezalusl, 2€M0ppa2M1£€CKMIz CqupOM.

2.3 JlabopaTopHasi AMATHOCTHKA

Juacnocmuxa Hanpaenena Ha onpeoeneHue COO0EPUCAHUS 8 CYXOM NimHe Kpo8U
KOHYeHmpayuu momanivHot (00well) 2aiakmosvl nymem HEOHAMAIbHO20 CKPUHUH2d, Npu
nO0JCUMENbHOM pe3yibmame — onpedeieHuu axkmusHocmu Gepmenma TAJIT u masxicopHvix

mymayuti 8 cene I'AJIT.

e PexOoMEHIyeTCs MPOBEJACHNE HEOHATATILHOTO CKPUHUHTA.
(Cuna pexomenganuu A; ypoBeHb YoeauTeIbHOCTH Joka3aTeancTs 1) [1,8,10]
KommenTapuu: 6 coomsemcmsuu c npuxazom Munzopascoypazeumus PD Ne 185 om
22.03.2006 200a «O maccosom 06c1ed08anUU HOBOPOIHCOCHHBIX Oemell HA HACAeOCMBeHHble
3abonesanusn», 6 Poccuiickoii @edepayuu Mmaccogvlii HEOHAMANbHBIU CKPUHUHZ HA

2aiaKkmo3emuro npoeodﬂm Ha 4-e CYMKU JHCU3HU OOHOULEHHBIM HO@OpODfC'aeHHblM u Ha 7-e
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CYMKU HCUZHU - HeOoHouteHHbiM Oemsm. Obpasey Kposu (HecKoibKo Kaneiv) Oepym u3
NAMKU  HOBOPOINUCOEHHO20 HA Puibmposavhviti Onaunk. Pexomendyemcs nposedenue
HEOHAMAIbHO20 CKPUHUHRA, KOMOPbILL NO3BOJISeMm blA8UMb 2ANAKMO3EMUI0 NPAKMUYECKU Y
100% oemeti ¢ smum 3a601e8anueMm.

Ilpu nomowu @ryopecyenmnoeo memooa 6 NAMHAX 6bICYWEHHOU KpPO8U NPOBOOsM
onpeoenenue YpoeHs MOMATLHOU 2ANAKMO3bl, KOMOP®IU Npeocmasisem cooot CyMMY

KOHYeHmpayuu 2aiakmosul u 2aiakmoso-1-¢ghocgpama (mabauya 2).

Tabumuna 2 - OueHka pe3ynbTaToB HEOHATAIBHOIO CKPUHUHTA HAa FAJIAKTO3EMHUIO.

Pesynbrar YPOBEHBb TOTAJILHOM TAJIAKTO3BI B CBIBOPOTKE
KpPOBH (MT/1J1)

OTtpunareabHbIN <72

[Torpannunslii (TpedyeTcss HOBTOPHOE 7,2-10

HCCJIeIOBaHNE)

IlonoxxuTenpHbIN > 10

[Ipu BBIABICHWU YPOBHA TOTAJIBHOM TanakTo3bl 7,2 MI/A M BBIIIE PEKOMEHIYETCS
MPOBEJICHUE TIOATBEPKIAIOMICH JUArHOCTUKUA KIACCHYECKOW TallakTO3eMHUHU, KOTopas
BKJIIOYaeT B ceds onpeneneHue aktuBHoctu pepmenta AJIT u JJHK-auarnoctuky c 1ensio
BBISIBIICHHUS HauOoliee pacmpocTpaHeHHbIX Myrtanuii B reHe GALT u momumopdHOTro
BapuaHTa J[yapTe, NpUBOIAILETO K CHIDKECHUIO aKTUBHOCTH (epMmeHnTa [3,4,5,12].

(Cuna pexoMeHAaUN A; yPOBEHb YOEeIUTEIBLHOCTH J0Ka3aTebCTB 1)

KommenTapuii: Onpedenenue axmusnocmu I'AJIT npogoodsm 6 nsamuax vlCyuleHHOU KpO8U
u/unu 6 yervHou 2cenapunuzuposannol kposu, J[HK-uccredosanue ocywecmensiom 6
obpasye yenvhol kposu. Bzamue obpasya kposu ons JJHK-uccredosanuss npoussoosm u3
nepughepuueckolil 6eHvl ¢ dobasnenuem 8 npooupky koncepeanma — I/[TA unu eenapuna.
Huaenocmuyecku 3uauumvim cuumaemcs cHudcenue axmusnocmu Gepmenma IAJIT 6
gvicyutenHvlx namuax kposu < 2,5 E/2Hb, 6 yervrnoui kposu - < 1,3 E/2Hb.
Iloomeepocoarowas JTHK-ouacnocmuka kniaccuyeckou eaiakmoszemuu eKodaem 6 cebs 08a
smana: 1) ckpunune Ha Haubonee yacmole mymayuu 6 2ene GALT u eapuanm [{yapme; 2)
NOJHBLU AHANU3 2eHA MEMOOOM NPAMO20 ABMOMAMUYECKO20 CEKBEHUPOBAHUSL OJIsl GbIAGNIEHUS

bonee peoxux mymayuil. Ha nepsom smane naubonee yenecoobpasno nposeoenue noucKka
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cneoyiouux mymayuti 6 cene GALT: p.GIn188Arg, p.Lys285A4sn, IVS3-2a->c, p.Met142Lys,
p-Leu358Pro, cocmaenaowue 6 cosoxynnocmu 82,1% mymanmmuulx anneneu ¢ poccuiiCKou
nonynayuu, u p.Asn3i4Asp (N314D, eapuamm Jlyapme). Ancopumm OuacHOCmMuxu

KIACCUYECKOU 2alAKmMO3eMUU npebcmaeﬂeH HA pUCYHKe 1.

TToOBRBIIIICHITE YPORHS
TOTAITBHOIT I'AVTaAKTO3EL
IIPIT HEOHATATEHOM
CEPIHITHIe =7 2 e/ ast

!

OnNpeaciIcHIIC AKTHBHOCTIL
T AJIT. TecT HA UACTEIC MY TALIIILT
B reHe (GALT. sapuant Jlvapre

/ T~

ARTHBIOCTEL 1L AJIT & ARTHBIIOCTE 1 AJIT B
BEICYINEHHEIX IISTHAN KPORIT — BEICVIICHHBIX ITHTHAN KPOBRII
2.5 E/THDb. B 1easHOIT KpOBIT - = 2.5 E/THDb. B teasHOIT
= 1.3 E/THb rkpopir - — 1.3 E/THb
JBe Orrin HeT Oain HeT
HACTERIS TACcTAMs UACTEIN uacTas HACTEIN
MY TALLITIT MY TALIILA MY TAIIITIT MY TALITTA MY TAILITIT

l |

| ITomHEITT aHATIIz TeHA |

! l

Haiimeno aee Haiigena
MY TALIIIIT oaHIa
MY TALIILA
/ : - b
I'eTeposnrorHoc Knaccrmaccras

Erraccnuaeckas
HOCHTEILCTREO TAJIAKTOISMIIIL, TaTaKTO3ISNMILA

BAPIIAHT JlvapTe, BapiiadaT IICKIIROTEH A
Adyvapre/raraKrosenirzm

I'aVIAaKTO3ICMILIA
MOOATBECPMAIICHA

Pucynok 1. Anroputm noaTBep:KAaronieil IMarHoCTUKY rajgakro3emuu | Tuna.

2.4 UHCTPYMEHTAILHAA IMATHOCTHKA

e PekoMeHIyeTcs NPOBEICHUE YIbTpa3BykoBoro wuccienoBanus (Y3U) opraHoB OpromrHOn
MOJIOCTH ¥ TOYEK JIJIS BBISIBJICHHUS TeMaTo-, CIUICHO- ¥ Hedpomeranuu, acuuTa [1, 6].

(Cuna pexomennannu C; ypoBeHb y0eAUTEJIHLHOCTH 0Ka3aTeabeTB 1)

e Pekomennyercs mnposenenue snexTpokapaunorpapun (OKI) u sxoxapamorpaduu (OxoKI)

IU1sl OOHApYXKCHUST MalbIX aHOMaIUii pa3ButHs cepaua [1, 6].
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(Cuna pexomennanuu C; ypoBeHb Y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

Pexomennyercst npoBeeHHE O(TaIbMOCKONHMU C WCIOJIH30BAHUEM IIEIEBOM JaMIIbI JUIS
BBISIBIICHUS KATapaKThl W/HIIH APYTO¥ MATOJIOTUH 3PUTENILHOTO aHanu3atopa [1, 6].

(Cuna pexomennanuu C; ypoBeHb y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

Pexomennyercst nmpoBeneHune kommbioTepHoit Tomorpadun (KT) / marHuTHO-pe3oHaHCHOU
tomorpapun (MPT) mis nuarHOCTHKHM OpraHMYECKOW MATOJIOTUH IICHTPAILHOW HEPBHOU
cucremsi [1, 6].

(Cuna pexomenaanuu C; ypoBeHb Y0eAUTEIbHOCTH I0Ka3aTeabCTB 1)

PexomenmyeTcss mnpoBeleHHE pEHTreHOTpaduu  (ICHCUTOMETPHM) JUIS JHArHOCTHKH
ocreornopo3a [1, 6].
(Cuna pexomennanuu C; ypoBeHb y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

2.5 Uuasi AMArHOCTHKA

PekoMeHIyt0TCS KOHCYNBTAIMU CIEIUAIUCTOB (TI0 TTOKa3aHUsIM) TeHETHUKA, OPTaIbMOJIOTa,
HEBPONATOJIOTa, JAUETOJIOra, KapAuoJiora, Jioroneaa-aedexronora, oproneaa MalleHTaM C
rajakTo3eMueil, UIMEIOIINM HapylieHus] QYHKIUI COOTBETCTBYIOIIMX OPraHOB U cucteM [1,
6].

(Cuia pexomennanuu C; ypoBeHb y0eAUTETLHOCTH T0Ka3aTeabCTB |1)

2.6 JIuddepeHnuaibHasg TMArHOCTHKA

Hpu Haaudyuu 'y p€6€HKa KIUHU4YeCKUx l’lpO}Z@ﬂeHuﬁ KIACCUYECKOU 2AaNaKmo3emuu 8

couemaHuu C NOJIOHCUMENbHBIM pe3YIbmamomM HeOHamdalbH020 CKPUHRUH2A HA 2AIAKMO3EMUIO U

HopmanvHou axmusHocmoto Gepmenma [AJIT nposodumca nouck mymayuti ¢ 2ene GALE,

Kooupyiouem ¢hepmenm ypuounougocgam-earakmozo-4-snumepazy (I'AJI3), ora uckrouenus

eanaxmo3szemuu Il muna. Jlanee oughghepenyuanvuas ouacHocmuka npo8ooUmcsi c:

(0]

Oone3HAMU, CONPOBOHCOAIOUUMUCS NOBLIUEHHBIM BblOCEHUEM €axapa (MeLIumypusimu,
CaxapHvim ouabemom, YuCmuno3om, CuHopom Pankonu);
OONe3HAMU,  CONPOBONCOAIOUUMUCS — VBETUYEHUEM NeYeHU U  JHCeNmyXoll (ecenamum,

MOKCONAA3MO3, ~ 2luKo2eHo3vl, cunopom Kpuenepa-Hatiapa, nedocmamounocms — o—
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anmumpuncutna, muposunemusi, mun I, cunopom @anxonu-bukens, 6onesno Humana-Iluxa
mun C, 6one3nvb Bunvcona, oeguyum neuenounoco 6enka - YumpuHda, NeYeHOYHAS
2eMAH2UOIHOOMENUOMA U OP.);

8DOAHCOEHHBIMU AHOMATUAMU HCENUEBLIBOOAU U CUCIEMbl (OMKPLIMbILL ApaHYUes NpomoKk,
NOPMOKABAIbHBLU ULYHIM - MeHCOY BOPOMHOU BEHOU U HUMNCHEl NOJOU 8eHOU, SUNONIA3U
BHYMPUNEUEHOUHOU NOPMANbHOU 8eHbl, 0OCMPYKYUU OUTUAPHO2O0 MPAKmMA, 8 MOM YUCILe
CUHOPOM Anadxcuiisi, npoepeccupyrowuii BHympuneyeHounsill xorecmas (bonesus Byler),
MPAH3UMOPHOU 2UNepP2anaKmosemueti, Komopas ommeuaemcs npu HNO30HeM 3aKpblmuu
genoznoco npomoka (Ductus venosus) u ucuezaem 6 meuenue 2-3-5 mecsayes nocie e2o
3aKpulmus, a maxokce y 2emepo3ucomuuiX Hocumeet Maxcoprvix mymayuu ¢ cenax GALT u
GALE.

Hlosmomy 0na Ougpgepenyuanvroii OuacHocmuku mpebyemcs oOnpeoeieHue 8

Cbl6OpOMKeE Kpoeu. COdepD/CCZHMﬂ 061/14612 2AajlaKnosul, 061/14620 6€JZKCZ, aﬂb6yMuHa, 2J/IFOKO3bl,

qbaKmopoe C6EpNIbl8AHUA, ITIEKMPOIUMOE, C—peaKmueHozo 6€JZKCZ, NPpOKAalbYumoHuHa, akmueHocmu

MPAHCAMUHA3, KOHYeHmpayuu OunupyouHa u ez2o @paxyuil, arvgpa-pemonpomeuna u yposHs

HCENUYHBIX KUucjiom, KUCIAOMHO-WEN0YHO020 COCMOAHUAL, onpedeﬂeﬁue COdeprC'aHu}l aMUuHoKuciaom.

Op2aHU4YecKux Kuciom, AayuUJlIKapHuUmuHoe U ammuaxa 6 njiasme Kpoeu., OUOXUMUYECKULL AHANU3

mouu [1,7].

nuwel.

3. Jleuenue

3.1 KoHcepBaTHBHOE JIeUeHHE

lle]lbIO JledeHus Aejisiemcs NnoJIHO€ UCKYeHUe nocmynjieHust 6 Op2aHUu3m cdldKkmo3bl C

PexomeHiyeTcsl STUMHHALIMOHHAS JUETOTEpArus, MPEIyCMaTPUBAIOIIAs TOXH3HCHHOES
UCKJTFOUEHHE U3 PAIlMOHA IPOJIYKTOB, COJACPIKAIINX TaaKTO3y U JIAKTO3Y.

(Cuna pexkomenganuu A; ypoBeHb y0eTuTeJILHOCTH AoKa3aTebeTB ) [1, 2].
KoMMeHTapuu: 1eoO6X00umMo NOAHOCMbIO UCKIIOYUMb U3 PAYUOHA 0OO0IbHO20 000U 8UO
MONOKA (8 MOM UUCTE JHCEHCKOe, KOPOBbe, KO3be, 0emcKue MOJOYHble cMecu U Op.) U 6ce
MOJIOUHble NPOOYKMbL, d MAKICe CMpo2o uszdezamv ynompeOieHus mex npooyKmos, Kyod
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OHU Mo2ym 000asenamsbcs  (X7eb, 6vineukd, COCUCKU, KONOACHl, Kapameib, CladoCcmu,
mapeapunsl u mM.n.). 3anpewaemcs makdice UCNONb306AHUE HUZKOJLAKMO3HBIX CcMecel U
MOJIOKA.

Ps0  npodykmos pacmumenvHo20  NPOUCXONCOEHUSI  COOepIHCcUm  OIUL0CAXAPUOLL -
2anakmosuovl (paghgunoszy, cmaxuosy), HCUOMHO2O NPOUCXONCOCHUS - HYKICONPOMEUHb,

Komopble mocym Obimb NOMEHYUAIbHbIMU UCMOUYHUKAMU 2ATIAKNO3bl (ma6ﬂuua 3)

Ta6auua 3 - [IpoaykThl, copepxkaliue raJakTo3uabl, U O0raThie HyKJICONPOTeHHAMM

TI"amaxTo3umbl

- 6000BBIE (TOPOX, 600BI, (hacob, YeUEBHUIIA, MAIIl, HYT) - COsI (HO HE U30JISIT COEBOTO OeiKa);
- IIMAHAT;

- KaKao, IIIOKOJIaI;

- OpexH.

HyxneonporenHst

- ICYEHb, IOYKH, MO3TH U JPyrue CyOrnpoayKTHI;
- ICYEHOYHBIN MAIITET, IUBEPHAs Kojibaca;

- gUna.

B nacmoswee epems ouema ¢ MakCUManbHO CMPOSUM UCKTIOYEHUEM 2aNAKMO3bl/IAKMO3bl -
9MO  eOUHCMBEHHbINL CNOCOD COKpAMUMb HAKONJIeHUe MOKCUYHO20 KOMNOHeHmA -
eanakmoso-1-ghochama 6 mranax OoavHO2O ¢  KiAccuueckou — e2anakmozemueu U
earakmumona y OonbHblX ¢ Oeuyumom  eanakmoxunasvl. Ilpu  eanaxmosemuu,
obycnognennoii depuyumom YJ[D-3, 603MOHCHO UCNOIb30BAHUE HUZKO2AAKMOZHOU OUembl
8 coomeemcmeuu ¢ OONYCMUMbIMU KOAULECMBAMU 2AJIAKMO3bl 8 PAYUOHe NOO KOHMPOJeM
ee ypoBHsl 6 CblBOPOMKE KPOGU.

Ilpu cocmaenenuu neyebHbLIX pPayuoHo8 O Oemell Nepeozo 2004 JHCUZHU KOIUYECHEO
OCHOBHLIX ~ NUWEBLIX UHCPEOUEHMO8 U  IHepeUuu  OOIHCHO  OblMb  NPUOIUINCEHO K
@uzuonocuyeckum HOpmam.

Jna neuenuss OONbHBIX 2anakmozemuel UCNONb3VIOMCA CReyuaiu3upo8antsvie cmecu Ha
OCHOBe  uzonAma  coesoeo  bOeika,  2UOpPOIU3AMO8  Ka3euHd,  0e31aKmo3Hbie
KA3eUHNPeOOMUHAHMHbBLE MOJOYHbIE CMeCU, d MAKXHCe CMeCU HA OCHO8e CUHMEMmUYecKUx

aMUuHoKuciaom.
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e PekoMeHayeTcs B KauecTBE JIeUeOHOTO MPOAYKTa HCIIOIH30BaTh CMECH Ha OCHOBE M30JIATa
COeBOro 0OeJiKa, B KOTOPBIX TMOJTHOCTHIO OTCYTCTBYIOT PACTUTEIILHBIC TaTaKTO3U/IbI.
(Cuna pexomennanuu B; ypoBens yoenureabHocTn qokasareancts 1) [1,8,10].
KommeHnTapuu: npu ucnonvzosanuu coegvix cmeceti (mabdiuya 4) 6 numanuu 2pyoHuIX
oemetl 603MONCHO NOABIEHUE ANIEPSULECKUX PeaKyull Ha OelloK cou.
Tabauna 4 - XumMuyeckuil cocTaB U SHEPreTHUECKas IIEHHOCTh CMECEN Ha OCHOBE M30JI51Ta COEBOTO

oenka (Ha 100 M1 roTOBO# cMmecH).

XUMHUYECKHUI COCTAB, T DHepreTuyuecKas
Hazpanue cmecu [ FKrpht VI eBOE! LIEHHOCTb,
KKaj
bennakt Cos 1,7 34 7,0 65,4
Hyrpunak Cos 18 3,6 6,7 67
Hyrpunon Cos 16 3,5 7,0 66
®pucocoit 1,7 3,5 7,2 67
Xymana CJI 16 3,3 79 67

B maxux cnyuasx yenecoobpazno nazHauame cmecu HA OCHOGe 2UOPOIU3AMO8 KA3EUHA
(mabauya 5).
Tabéaunua 5 - XuMuueckuii COCTaB U YHEPreTUUECKask IEHHOCTh JICUeOHBIX CMeCcel Ha OCHOBE

ruapoan3aroB kazenHa (Ha 100 mu rotoBoi cMecn).

DHepreTuueckas
Hazsanue cmecu XHUMHUYECKHH COCTaB, T LICHHOCTb,
Oenku KHUPBI YTJI€BOIbI KiKal
@pucomnen AC 16 3,5 7,2 66,0

*CpeaHEeLEeN0YeUHbIE TPUTIULEPUIbI
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B 3asucumocmu om cocmosnus p€6€HKa 603MOIHCHO COYeMAaHHOE NPpUMEHEHUE coesoil cmecu
u cmecu Ha OCHoese 2u0p011u3ama Kkazeuna 6 coomuouienuu 1:1. Bozmoorcno npumeHnernue

KA3eUHNPeOOMUHAHMHBIX 0e31aKMO3HbIX MOJIOYHLIX cMecell (mabauya 6).

Tabéaunua 6 - XuMuueckuii COCTaB U YHEPreTUUECKas IIEHHOCTh 0e371aKTO3HON MOJIOUHOM cMecH

(100 mx rotoBo#t cmech).

XUMHUYECKHUI COCTAB, T DHepreTudeckas
HazBanue cmecu LIEHHOCTb, KKaJl
benku YKUPBI YIJIEBOBI
Hyrpunak 6e351aKTo3HbII 1,4(50 : 50)* 3,45 74 66
ILJIIOC
Hyrpuion 6e3makTo3HbIi 1,3 (100:0) 35 7,3 66

*COOTHOIIIEHUE KAa3eHHA U CBIBOPOTOUYHBIX 0eTKOB (%).

He pexoMeHayeTcsi HCIONB30BaTh OE37TaKTO3HBIE MOJIOYHBIE CMECH C MpeolagaHueM
CBIBOPOTOYHBIX OenkoB (60% u Goee).

(Cuna pexomennanuu B; ypoBens yoenureabHocTn qokazarenncts 1) [1.8,10].
KoMMeHTapuu: yxazaunvle cmecu Mo2ym co0epicams c1edosble KOIUYecmeaa 2aiaKmo3ssl
Cneyuanusupoganuvle 6e31aKmo3Hbvle/0e32aiaKmo3Hble cMecu 66005m 8 NUmaHue 60J1bHO20
C eanakmo3zemuell 8 meyeHue 00H020 OHS, CPA3y NOC/e YCMAHO081eHUs OUaeHO3d.
PekomeHayercs cTporo 0e31makTO3HBIE MPOAYKTHI TPUKOPMA U MOKU3HEHHAsT Oe37aKTO3Has
JYeTa MaqueHTaM ¢ KJIaCCUYECKOU TalaKTO3eMUEH.

KommeHnTapuu: npuxopm 6gooumcs 6 nepuod om 4 0o 6 mecayeg dcuznu. B numanuu
UCNONBL3YIOMCSL MONILKO 0e3MON0UHble NPOOYKMbL U 01100a: 6e3MON0YHble Kaull, KOMopble
Ppazeooam 0e31aKmo3HbIMUu/0e32a1aKkmo3HbIMU CMeCIMU, d MAKdHCe 080WHOe, MSCHOe U
¢pyxmosoe niope. Bce monounvie npooykmel, GKMOUAS YelbHOe KOpogbe MOJIOKO,
KUCTIOMOJIOUHblEe  NPOOYKMbL, ME0pP02, 3anpeujaromcss K UCNOIb308AHUI) Y  OOIbHLIX
eanakmo3semuell.

Buo nepsoco npuxopma onpedensemcs cocmosnuem HceiyOOUHO-KUULEUHO20 MPAKMAa U
HYMPUMUBHBIM CIAMYCOM pebeHKd. Dmo Modicem Oblmb 080UHOe NIoOpe U3 HAMYPAlbHbIX

ogouell Uiy n10000BOWHBIX KOHCEPBOB OJisi OeMCKO20 NUMaHus 6e3 000asieHuss Moioxka (u

17




He umelowux 8 cocmase 60008bIX) UL OE3MONOUHBLE KAWU HA OCHOBE KYKYPY3HOU, PUCOBOLL
UM  2peunesoll MyKu, OJsl PA3eeoeHusi KOMOPbIX HeoOXO0UMO UCNOAb308AMb MY
CReYuaIu3UpOBAHHYI0 CMeCb, KOMOpylo noayuaem pedenok. MsAacHoi npukopm 6600sm 6
numanue ¢ 6 mecsayes. Ilpeumyuecmseo omoaiom cneyuaru3upOBaAHHbIM OEMCKUM MACHbIM
KOHCEPBAM NPOMBIULIEHHO20 6bINYCKA, He COO0epICAUWUM MOIOKA U €20 NPOU3800HbLIX
(KponuK, Yyvlnienox, uHoeuxa u op.) (mabauya 7).

Tabumuna 7 - [IpuMepHble CpOKH BBEIEHUS IPUKOPMa JIETSAM IEPBOT0 IO/ XKU3HHU C TaJaKkTo3eMHUe

[TponykTel u Omrona Bo3spact BBejeHHs TpuKOpMa (Mec)
OBo1iHOE mMIOpe 4-6
Kammu monounsie -
Kamu 6e3monouHbIe 4-6
@DpyKTOBOE MIOPE 5-6
Cox GpyKTOBBII 5-6
TBopor -
MsicHOE mope 6
Simo (xentok)* nocie 12 mecsiues
Pri6a 8
Kedup u apyrue kucaoMosiouHbie
TPOAYKTHI ]
Cyxapu, neyeHne (0OBIYHbIC) -
Cyxapu, neueHse,
(He coneprkalle KOMIIOHEHTOB 7
MOJIOKA)
PacturenpHOE Maciio 4-6
CnuBOYHOE Macyo -

* - %eNTOK BBOAUTCS nocie 1 roga, He yarie 2-3 pa3 B HEJIEIO
IIpu 6vibope npoOyKmo8 NpuKkopma NpOMbIULIEHHO20 NPOU3BOOCMEA OPUEHMUPYIOMCS HA
codepoicanue 6 HUX 2aiakmosvl (Npu HAIUYUU MApKUPOBKU HA dMUKEmKe): 0e30NacHulMu
cuumaromes npooyKmul € COOepHCaHueM 6 HUX 2anakmoswvl He 6onee 5 me na 100 2
npooykma. Ilpu nanuuuu eanakmosvl 6 xoauvecmee om 5 0o 20 me na 100 2 npodykm
NPUMEHAEMCA C OCMOPOICHOCIBIO, NOO KOHMPONEeM COOepHCaHusi obweu 2aniakmosvl 8
Cbl@OpOMKe Kposu, npu codepicanuu eanakmosvl 6onee 20 me 6 100 2 npodykm e

UCnob3yemcs.
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He pexoMmeHtyeTcss IpUMEHEHHE BCEX TOMEONATUYECKUX MTPENapaToB (IpU UX IPOU3BOJICTBE
UCTIOJB3YeTCS JIAKTO3a), a TaKKEe HACTOEK M CIUPTOBBIX JICKAPCTBEHHBIX (OpM (3TaHOI
TOPMO3UT SJIMMHUHAIIUIO TAJIAKTO3bI U3 He‘ICHI/I).

(Cuna pexomennanuu C; ypoBeHb yoenuTebHOCTH Aoka3aTeiabers I1) [1.8,10].
KoMMeHnTapum: 1akmo3sa Hepeoko UCnonb3yemcst 8 Kauecmse 6CHOMO2AMENbHOSO 8eUeCmad
8 IEKAPCMBEHHBIX CPEOCMBAX, 6 NeP8yio ouepedb 8 OMeONamudeckux. ImaHonl mopmo3um

NUMUHAYUIO cAJIAKMO3bl U3 NEeYEHU.

Pexomennyercsi nH(py3HMOHHAs Tepamusi MO TMOKAa3aHUSAM, HANpaBICHHAs Ha KOPPEKIIMIO
BOJTHOYJIEKTPOJIUTHOTO OanaHca, TMOJiep)KaHne HOPMATbHOTO YPOBHS TJIIOKO3HI B KpPOBH,
JieueHHe TUMOKOAryJsIsiiiiy, BOCCTAHOBJICHUE (DYHKIUN TIEUEHH U TIOYEK.

(Cuna pexomennannu C; ypoBeHb y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

KommenTapumu: noxazanuem K uHQY3UOHHOU mepanuu AGIAOMCA  2UNO2TUKEMUS,
2UNOBONEMUA,  2UNOKOARYIAYUS, AOPAMOPHbIE NPUSHAKU NEeYEeHOYHOU U  NOYedHOl

HedocmamouHocmu, He0oCmamo4HOCHb NUMAHUS (eunompogbuﬂ).

PekoMeHyeTcss 3aMEHHOE IEpeIuBaHUE KPOBU B HEOHATAJIBHOM IEPUOJIE MO MOKA3aHUSAM
[1,8].

(Cuna pexomenaanuu C; ypoBeHb y0eAUTEILHOCTH T0Ka3aTeabCTB |1)

KomMmeHnTapuu: nokazanuem K 3aMEHHOMY NEPEIUBAHUIO KPOBU ABAAIOMCA NOGbIUEHHbLE
nokazamenu NPAMO20 OUNUPYOUHA U e20 DbICMPLILL NPUPOCM (COCMOosAHUE, Yepodcaemoe no

paszsumuro OunUpPyOUHOB80U 3HYeparonamuu).

Pexomennyercst anTuOakTepuaibHas TEpanmus NPU HAJUYUM O4YaroB HMH(EKIUH, CErcHca

(Cuna pexomennanuu C; ypoBeHb y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

Pexomenmyercs mpueM B BO3PAaCTHBIX  JO3MPOBKaxX MpeHaparoB  Kajblus U
xonekanbidepona (Butamun D3), He copepxkanmx nakrosy [1, 9].

(Cuna pexomennanuu B; ypoBens yoenquresbHOCTH T0Ka3aTeabcTB |1)
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KommenTapuu: y 6onvnbix ¢ eanaxmosemueti HAOM00AeMcs CHUMNCEHUe MUHepanu3ayuu
KOCMHOU MKAHU NpU OMCYMCMEUU npuema npenapamos Kaivyus u eumamuuna D, umo
uacmo npugoouUm K pazeUmMuio paHHe20 0CMeonopo3d U NOBLIUEHHOMY DUCKY NepesiomMos
kocmetl. Ilpenapamul kanvyusa u xonexkanvyughepona (eumamun D3) naznavaromes 601bHbIM
nocne 1 200a dHcuzHu, Ko20a u3 NUMAaHUs OONbHBIX UCKIIOUAIOMCA 0e3/1aKmo3Hble CMecu,
ABAAIOUUXCSL OCHOBHBIM UCTMOYHUKAM Kanbyus u eumamuna D

3.2 XUpyprudeckoe JeyeHue

PexomeH1yeTcsl B OT/ICBHBIX CIIydasx XAPYPruuecKoe JICUYCHUE KaTapaKThl MO MOKA3aHUsIM,
0COOEHHO TP MO3IHEH quarHocTrke 3adoseBanus [1, 9].

(Cuna pexomennanuu C; ypoBeHb y0eAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

KomMmenTapum: xamapaxmoel y 601bHbIX 2aiakmosemuell XapaKmepusyomcs KaK Maivie,
MPAH3UMOPHbLEe U HEOHAMANbHbIE U NPOX0Osim HA (oHe De31aKmo3HON/0e32anaKmo3HOU
Ouemvl;, O0O0HAKO, 8 OMOEIbHbLIX NO30HO OUACHOCMUPOBAHHLIX CAYYASAX mpebyemcs
nPUMEHeHUe XUPYPSUHLeCKO2O eUeHUs.

3.3 UHoe jJeuyeHune

PekoMeHyeTcsl MCHUXOJIOTO-Mearoruueckoe COMPOBOXKACHUE, KOHCYIbTAaTHBHAS IMOMOIIh
JIOTOIIe/Ia, OPTOIEe/Ia, IETCKOr0 THHEKO0JIOTa, OKYJIMCTa, HEBpoJiora (10 MOKa3aHUsIM)

(Cuna pexomennanuu B; ypoBens yoenureabHocTH qoka3areancts 1) [1, 8, 10].
KommeHnTapumu: y Hekomopulx OOMbHBIX ¢ 2anakmosemueli  COXPAHAEMCs  PUCK
Gdopmuposanus  OMCPOUEHHBIX OCIONCHEHUU — 3A0ePHCKU  (DUIUYECKO20 paA3BUMUs,
HapyuwieHus paseumus peydu («6epoaivbHOU OUCNPAKCULY), MOMOPHLIX (YHKYUll (amaxcus),
ocmeonoposza (npu omcymcmeuu OONOJTHUMENbHO20 66€0eHUsl NPenapamos Kaavyus). Y
0e8oyeK NOBbIUUEH PUCK HAPYUWEHUSI NOT0B020 CO3PDEBAHUS.

3aodepoicka ncuxuuecko2o pazeumus, GbIAGIAIOWAAC Y HEKOMOPLIX Oemell ¢ 2anrakmosemuetl,
ROIYYAOWUX Ouemudeckoe 1ederue, He maxnceads, OHaA MONCem OOHAPYHCUBAMbCA 8 PAHHEM
go3pacme, HO uawje CMAHOBUMCA OYEBUOHOU 8 WKONbHbIE 200bl, K020a ) pedeHKa
BO3HUKAIOM MPYOHOCMU C YMEHUeM Ul YCBOeHUeM mamemamuxu. Y uacmu Oemell

BO3MOINCHO YMEPEHHOE CHUINCEHUE UHMENNEKNYANIbH020 pa36umusl Ujiu jlecKkasil yMCneEeHHAA
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omcmanocmy. Y Hekomopwix Oemeu WIKOIbHO2O B03PACMA OMMEUAIOMCA O8U2ameibHble
Hapyulenus 6 euoe amaxCuu, Hel08KOCMU MeIKOU MOMOPUKU, PACCMPOUCME PABHOBECUs U
KOOpOUHAYUY, MbIUEYHOU OUCMOHUU, B03MONCHO HAIUYUE MPeMOpad NpU GbINOJIHEHUU
YeneHanpasienHulx oeticmeuii. 3a0epocka peuesoco paszeumus y OOIbHLIX ealakmo3zemuell 6
panHem 8o3pacme MoOdiCem NPOAGIAMbCA 3aMpPYOHEHUEM apPMUKYIAYUU, 00eOHeHHbIM

CHIOBAPHBIM 3ANnACOM.

4. PeaOunauranus

e PeKOMEHIYIOTCS peaOMIMTAIMOHHBIC MEPOTIPUATHS B CIIy4ae Pa3BUTHS HEBPOJIOTMYCCKHX
HaApyIIEHUH MO TUMY JAETCKOTO IepeOpajbHOro Mapajnva WIH MOPaKEHHS 3PUTEIHLHOTO
aHaJM3aTopa BCIICACTBUC KPOBOMJIMSHUS B CETYaTKy IJla3a, 4YacTUYHOW arpoduu
3putenbHoro Hepsa [1, 8, 10].

(Cuna pexomennanuu B; ypoBens yoenuresbHOCTH J0Ka3aTeabcTB |1)

5. IlpouiiakTuka ¥ JUCHIAHCEPHOE HAOII0eHHEe

5.1 Ilpodpnaakruka

IIpoghunaxmuka exnouaem meouko-zenemuieckoe KOHCYIbmupoganue. B cemve, 20e ecmbp
bonbHOU pebenox, umeemcs 25% puck NOBMOPHO20 POHCOEHUsT OONLHOZO NPU  KAAHCOOU
nocnedyroueti bepemeHHocmu. Y poOCmEeHHUKO8 U3 epYNNbl PUCKA MAKHCE 803MONCHO BblEIEeHUE
mymayutl, eciu oHu 011U UOEHMUPUYUPOBAHDL Y OIbHO20 pebeHKA 8 OAHHOU cembe.

Ilpenamanvras OuacHOCMUKA 3AKIIOYAEMcs 6 NpoBedeHuu KopooyeHmesa, Ouoncuu
xopuona 6 10-12 nedenv cecmayuu, amuuoyenmesza — 6 15-18 nedenv cecmayuu. J{opooosas
OUACHOCIUKA 2ANAKMO3eMUU OCYWeCMBIAeMCcs NymeM OnpeoeleHus aKmueHoCmu 2aiakmoso-1-
docpamypuounmpancpepasvr (I'AJIT) 6 kyromype amHuoyumos, buonmame u Kyaibmype XopuoHda,
a makace memooamu J[HK-ananuza, nozeonaroueo avisasnamo mymayuu 6 cenax GALT u GALE.

Bonpoc o npogedenuu npenamanbHOU OUACHOCMUKU 2ANAKMO3EMUU OO0JHCEH Oblmb
8cecmoponte 00CYHCOeH ¢ 3aUHMEPECOBAHHBIMU CYNPYHCECKUMU NAPAMU Hpedxcoe, Yem NPUHAMb

OKOHYamejllbHoe peutenue, nmaxK KaKk 3abonesanue noodaemcs 1e4eHuio.
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5.2 JlucnancepHoe HAQJIIOeHH e

IIpooondcumenshocms — 20CRUMANU3AYUU  3A6UCUM  OM  CKOPOCMU — 80CCMAHOBIEHUS
coMamu4ecko2o U HYMPUMUBHO20 CMAmyca pebeHKa, HOpMaiu3ayuu Q@yHKYuu nedyeHu u
nokazamenei Koazynoepammul, 4mo 6 cpedHem cocmasasiem 21 Oenw. I[locie evinucku u3
cmayuoHapa peOeHoK  O0NdHCeH HAXO0UmvCsi Ha dmane  amOYIAmMOpPHO-NOJUKTUHULECKO2O
HaOnooenus y neouampa, Heeponamonozd, O0QmanbMon02a, 2eHemuxd, HCUXonoed, J1020neod.
Koncynemayuu opyeux cneyuanucmoe Haznauaromesi No NOKA3aHusM.

Konmponv aoeksamnocmu npogooumott mepanuu 0Cywecmsisaom ¢ NOMOWbI0 ONPeoeleHUs]
CO0epIHCaHUusi MOMATbHOU 2alaKmoswvl (2arakmosa + eanrakmoso-1-gpocgpam) 6 cvisopomie kposu ne
pedice 1 paz 6 3 mecaya Ha nepgom 200y dHcuzHu, danee e pexce 1 pasa 6 200. Ilpu smom ypogens
MOMANbLHOU 2AIAKMO3bL He 00IHCeH npesvluams 4 me/on. Heobxooumo ommemumy, 4umo 6 meyeHue
nepevix mecayes HCusHu pebeHKa Ha one 6e31aKmo3HOU OUemvl 803MONCHO COXPAHEHUE HECKONbKO
NOBLIUEHHO20 YPOGHS MOMANLHOU 2ANAKMO3bl, UMO MOdcem OblMb CEA3AHO C ee AKMUBHbIM
ouocunmeszom uz YJ[@-enokosol.

Esiceco0no demu 0on12icHbl npOX0OUms yenyoaieHHyl0 OUCNAHCEPU3AYUIO 8 YCI08UIX OHEBHO20
cmayuonapa (OnumenbHOCmy 2ocnumanuzayuu He meuee 10 cymok), 20e ocywecmenaomcs
KOHMPOAb (YYHKyuu neuenu (buoxumuyveckuil ananus kpoeu, Y3U opeanos Oprownol norocmu u
op.), nokazamenei GochopHo-Karbyuesoco 0bMeHa, yelryOleHHbIll ocMomp ogmanvmonoed, npu
Heobxooumocmu  nposedenue  dnexkmposnyepanocpagpuu  (O3I),  Helpopaduorocuueckoo
oocnedosanust (MPT/KT), peabunumayuonrvlx meponpusmuil.

Hesouxam ¢ 12-nemuezo 603pacma pekomMeHOyemcsi yibmpaszgyko80e UCCiled08anHue Op2aHo8
manoeo maza 1 pasz 6 200 0N OYeHKU COCMOAHUS AUYHUKOE U COOMBEMCMBUS UX DPAIMEPO8
go3pacmuuimM  Hopmam. Ilpu eviasnenuu nepsudHoll ameHopeu peKoMeHOYyemcs HabIooeHue
2UHEKONI02a U YHOOKPUHOI02A U HA3HAYEHUEe 3aMeCTNUMENbHOU 2OPMOHANLHOU Mepanuu 0e80UKAM C
15-nemnezo 6o3pacma.

Hemsm  wxonvHo2co e6o3pacma  pexkomenoyemcsa 1 paz 6 2 200a npogooumv
PEHM2EeHO0eHCUMOMEMPUIO CKelema 05 8blAGIeHUs NPUSHAKO8 OCMeonopo3a.

Pooumenu 6onvhbix ¢ eanakmosemuell OONNHCHbI ObIMb 00YUeHbl NPABULAM OPeaAHUZAYUU

duemomepanuu U KOHmMpOoJia 3a aA0eK8aAmMHOCMbIO ee npoeeéeﬂuﬂ.
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6. I[OHO.]]HI/ITC.HLHaﬂ I/IH(l)OpMaHI/Iﬂ, BJINAIOIIAA HA TCHCHHUEC U UCXO0

3200J1eBaHUA

Ha ucxon u Teuenue 3a00sieBaHNs BIMSAIOT CPOKHM YCTAHOBJICHUS JMAarHO3a CBOEBPEMEHHO U
aJIeKBaTHO Ha3HAYCHHAs TUETOTEepanus M MEPOIpPUATUS HEOTIOXKHOM moMouM (TepeuBaHue
KPOBH, KpOBE3aMEHUTENEH, MHPY3MOHHAS Teparus).

ITporuo3 3abosneBanusi HEOIArONPHUATHBIN MPH MO3AHO AUATHOCTUPOBAHHON TSDKETION opme
rajJjakTo3eMuud (B CBSI3M C OTCYTCTBHEM IMIPOBEACHUS CKpuUHHHTa). [Ipu paHHeM Ha3zHaueHHH

AUCTUYCCKOTO JICUCHUA ACTH MOT'YT pa3BUBATHCA HOPMAJIBHO.

KpnTeplm KRaveCTBa OKa3aHUA MeI[I/IHI/IHCKOﬁ IIOMOIIIM J1€THAM C rajakro3eMuen

Taoauna 8 - Opranu3alMoOHHO-TEXHUUECKUE YCIOBUS OKAa3aHUS MEIUIIMTHCKON TIOMOIIIH.

Crneunanu3upoBaHHasi MEIUIIMHCKAS TOMOIIb
Bua MeaunuHCKOH MOMOIIH

YcaoBus okazaHus CranuoHapHO / B JTHEBHOM CTallMOHape
MeIMIMHCKOMN MOMOILIH
®opMma oxkazaHusd IInanoBas

MEIUIHHCKON MOMOIIH

Taoauna 9 - Kpurepun xauecTBa OIEHKH MEIUIMHCKON MOMOIIN

Ne | Kpurepuu kauecTBa YpoBeHb YpoBeHb
AOCTOBEPHOCTH | YOeaUTeIbHOCTH
A0Ka3aTeJbCTB | PeKOMeHAalui

1 BrlnonHeH HeoOHaTaIbHBINA CKPUHHUHT A I
(ompeneneHue TOTAIBHOM ralakTo3bl B CYXOM
IIITHE KPOBH)

2 BrinonHeHo B3gTHE KPOBH ISl IOATBEpKAatomen | A 1
NIMATHOCTUKHA Y Ha3HAYEHUE
0€e31aKTO3HO/0e3raJIakTO3HON TUETHI

3 BrinosnHeHo onpeneneHne akTUBHOCTH (pepMeHTa | A I
ranakTo3o l pocarypuauntpancdepassl

4 BrinosHeHO onpeneneHne 4acThiX MyTalui A 1
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[IpoBeneHo nucnaHcepHOE HAOIOICHUE Y B 1
MPOQHUIBLHBIX CTICIIHATUCTOB

Cnncok JurepaTypbl

bapanos A.A., HamaszoBa-bapanosa JI.C., bopoBuk T.O., Jlanogo K.C., bymyesa T.B.,
Macnosa O.1., Kyzenkosa JI.M., )Kypkosa H.B., 3sonkoBa H.I'. u np.. luetorepanus npu
HACJIEACTBEHHBIX OOJIE3HAX aMHHOKHCIOTHOrO oOMeHa Meronudyeckoe ImMcbMO. MOCKBa.
2013.97 c.

MP 2.3.1.2432-08 "Hopwmbl ()U3HOJIOTHUECKUX TOTPEOHOCTEH B JHEPTrUM M IHIIEBBIX
BELIECTBAX I Pa3IMYHBIX rpynn HaceneHus Poccuiickoit ®@enepauuun" (yrB. I'naBHBIM
roCyJIapCTBEHHBIM caHUTapHbIM BpadoM PD 18 nexadps 2008 r.).

Akar M, Celik M, Kasapkara CS, Ozbek MN, Aldudak B, Tuzun H. Mutational analysis of
the galactose-1-phosphate uridyltransferase (GALT) gene in southeast part of Turkey: a
regional report. Genet Couns. 2015;26(1):91-4.

Timmers I, van den Hurk J, Hofman PA, Zimmermann LJ, Uludag K, Jansma BM, Rubio-
Gozalbo ME. Affected functional networks associated with sentence production in
classic galactosemia. Brain Res. 2015 Aug 7;1616:166-76.

Liu Y, Sidhu A, Bean LH, Conway RL, Fridovich-Keil JL. Genetic and functional studies
reveal a novel noncoding variant in GALT associated with a false positive newborn
screening result for galactosemia. Clin Chim Acta. 2015 Jun 15;446:171-4.

Hegarty R, Hadzic N, Gissen P, Dhawan A. Inherited metabolic disorders presenting as
acute liver failure in newborns and young children: King's College Hospital experience. Eur
J Pediatr. 2015 Apr 24.

Ozbek MN, Ocal M, Tanriverdi S, Baysal B, Deniz A, Oncel K, Demirbilek H. Capillary
bedside blood glucose measurement in neonates: missing a diagnosis of galactosemia. J Clin
Res Pediatr Endocrinol. 2015 Mar 5;7(1):83-5.

Porta F, Pagliardini S, Pagliardini V, Ponzone A, Spada M. Newborn screening
for galactosemia: a 30-year single center experience. World J Pediatr. 2015 May;11(2):160-
4,
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Hpuiaoxenue Al. CoctaB padoueid rpynnbl

BapanoB A.A. — akanemuk PAH, npodeccop, a.Mm.H., [Ipencenarens Mcenonkoma Coro3a neaguaTpos

Poccun.

BopoBuk T.J. — n1.m.H., mpod., wien Mcnonkoma Coro3za neauatpos Poccun.

BymyeBa T.B. — 1.M.H., wieH Coro3a nenuatpoB Poccuu.

KypxoBa H.B. — x.M.H., wieH Coro3a neguatpos Poccun.

3axaposa E.JO. — n.m.H., ipod., uner Poccuiickoro o6mecTBa MEUIIMHCKUX TEHETUKOB

3BonkoBa H.I'. - k.m.H., uinen Coro3a nenuarpoB Poccun.

Ky3enkoBa JI.M. - 1.M.H., pod., wien Mcnonkoma Coro3a neauarpos Poccun.

Kyues C.H. — wunen-kopp. PAH. mpod., a.mM.H., unen mnpasineHus Poccuiickoro oobmecTBa

MEIMIMHCKUX T€HETUKOB
Hama3zoBa-bapanosa JI.C. - akanemux PAH, npod., 1.M.H., 3amecTuTens npeacenaress
Ucnonkoma Coro3a neguatpoB Poccun.

HuxonaeBa E.A. - 1.M.H., npod., unen Poccuiickoro o0uiecTBa MeIMIIMHCKIX T€HETUKOB
HoBuxos IL.B. - 1.M.H., npo@., uneH Poccuiickoro oduiecTBa MeIUIMHCKIX T€HETUKOB
IIymxoB A.A. - x.0.H., uwien Coro3a neguarpos Poccumn.

CaBoctbsinoB K.B. - k.0.H., uwien Coro3a neauarpos Poccun.

Cemsiuknna A.H. —g.m.H., unen Poccuiickoro o01ecTBa MeIUIIUHCKUX T€HETUKOB

KondaukT HHTEpecoB OTCYyTCTBYET.
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Hpuioxenue A2. Meronoiorust pa3padoTki KIMHUYECKUX PEKOMEeH AUl

LlesieBasi ayANTOPHUS AAHHBIX KIMHUYECKUX PeKOMeHIALMIi:

o neauatpsl (ko cneruanbHoctu 31.05.02),

o reretuku (koxa cnenuaibrocT 31.08.30),

. auerojoru (kox cnenuaabHoctu 31.08.34),

. HeBposioru (ko criernanbHocTH 31.08.42),

. MeIUIIMHCKUE icuxoioru (kox cueruansaocTr 19.00.04),

o nedexronoru (ko cnienuansHoctu 44.03.03),

° CTYIEHTHI MeauIMHCKIX BY30B, HUHTEpHBI, OPIUHATOPBHI.

Taoauna I11 - YpoBHH yOeAUTEIBHOCTH 10KA3aTEILCTB

YpoBHu
y0eauTebHOCTH
JA0KAa3aTeIbCTB

NcTOYHNK 10KA3ATEJILCTB

(1)

[IpocnexkTuBHBIE PaHAOMU3UPOBAHHBIE KOHTPOJIUPYEMbBIE UCCIIEIOBAHUS
JlocTaToyHO€ KOJUYECTBO HCCICIOBAHUM C JOCTAaTOYHOM MOIIHOCTBIO, C
ydacTHUEM OOJIBIIOTO KOJMYECTBA IMAIMEHTOB U MOJYYCHHEM OOJBIIOTrO
KOJIMUECTBA JaHHBIX

KpymnHble MeTa-aHanu3bl

Kak MUHMMYM OJHO XOpOIIO OPraHM30BaHHOE PaHAOMH3UPOBAHHOE
KOHTPOJIUPYEMOE HUCCIIEIOBAHUE

Pernpe3enTaTuBHas BBIOOPKA MAIMEHTOB

I (2)

[IpocriekTuBHBIE ¢ paHAOMHU3aNMeld WM 0€3 HCCIEeNOBaHUS C
OTPaHUYEHHBIM KOJIMYECTBOM JAHHBIX

Heckonbko uccnenoBanuii ¢ HEOOJIBIITUM KOJUYECTBOM MAIIHEHTOB
XOopo1Io OpraHu30BAHHOE MPOCIIEKTUBHOE UCCIEIOBAHUE KOTOPTHI
Mera-aHanu3bl OrpaHUYEHBI, HO IPOBEACHBI HA XOPOILIEM YPOBHE
Pe3ynbTaThl HE MPE3eHTaTUBHBI B OTHOIIEHUHU LIEIEBON NOMYJISALIUU
XOopo1o OpraHu30BAHHBIE UCCIIETOBAHUS «CIY4aA-KOHTPOJIbY

11 (3)

HepanmomMu3upoBaHHbIE KOHTPOJIUPYEMbIE UCCIIETOBAHUS

HccnenoBanus ¢ HEOCTATOYHBIM KOHTPOJIEM

PannomusupoBaHHbIe KIMHUYECKHE MCCIEIOBAHUS C Kak MHHUMYM |
3HAYUTEIHLHON N KakK MUHUMYM 3 HE3HAYUTEIbHBEIMU
METOIO0IOTHYECKUMH OIIHOKaMU

PerpocnekTuBHbBIC WM HAOMIOJATENFHBIC UCCIICTOBAHUS

Cepusi KTMHHYECKUX HAOTIOICHUIA

[IpoTuBOpeunBLIE  JaHHBIE, HE  TO3BOJSIOMIHE  CHOPMUPOBATH
OKOHYATEJIbHYIO PEKOMEHJAIHIO

IV (4)

MHeHue SKclepra/ZaHHble W3 OTYeTa  OKCHEPTHOW  KOMHCCHH,

26


http://yandex.ru/clck/jsredir?from=yandex.ru%3Bsearch%2F%3Bweb%3B%3B&text=&etext=1222.CYyk-2mpec9283zjQxsraeN9ACoqms-UTVViXXKxhb-K_SP-PfYgHnTE8kldy5s5kiDihu_YzWsvMxmFdHm4j6riv4KHHO9Xta7VPyrNx1I.b0adba6930507e1e80407bedb6815c518a8cdf9b&uuid=&state=PEtFfuTeVD5kpHnK9lio9dp88zwjJi-A9wwjDIux7f8Zuv0g6oZ30w&data=UlNrNmk5WktYejY4cHFySjRXSWhXSzU1TjczMFFpaDFoSUZmT0lOOFRoX0p6X0VCdkphdGV0ck5hRmdHOWU5VEc4TnZvUjJ0WFB3NTJrdUVJUUI2QTF6U2ZVdUlhWnU5dF93U1N2eFNYZjloMlIzbUE0a2RGVXVLQ1NNZ0R6Q2hJaHY2eFVKSFpzSlRYejlKMjcxUXFJS09lR2ZRMnBmdDljTWhfbEs2d3QtUFdvd0lkTDhRTndsaWQtT1cwZUVTOHJ3M2VCcnNTM3ZUZ2FwSnJfS0ZZdw&b64e=2&sign=a77229bbd00b52a6a500d7b4bca524c5&keyno=0&cst=AiuY0DBWFJ5fN_r-AEszk4ehSe8fxU6ZAkdL8sRqriVB2JnyVClldWME3qasdrOGDViexIx-4mNOrJnkNmI3XF0ncWkJaTSDjfnL_5yyJFQ2hdzcaO6YmLI3zr68_qC2vna2-Jolar7cwx-JeV32MlyEMenRGHJ0emLK3cQdPWwXrgDuczFMA2-OslUQesUhmIjSb92Um5-_pzkX8lTm5ouLauT41X3XewR4N47MvWNt63EjO8i9AwuJvxZ8y6arpdUqe4oQCYcZNLkenhpbgbbvCS6ljrbiOZ2jBQFE6dR58iFH3xSa4BK4GxlcCJMM-arbbIgzVo39RBgx6lSBe9Xrbsk5BKOjQET4Nu9MHX2xubG5U6n3cxqaZCUX0EW-6TPMA3NtcyOJFG8bdNRN7w05ABdMrfyn2cCZBJ5pV2gn-ZtpqaD9iiuNeVTudM2ltpIAXUF3eZ7iJO9TNNCBC40r8a3tFe5I0kbLzR_GKG3iE2XxqHL-5XZ3ckeqCgCt0pYiongeDq2Rew8SqGwYm3p1avvPmWF4RToiYN65-fIRuUabyqwmVrEMYp4HWs1l0MmMSQDpxbiyTHQtp3QkudSQx8_0bM38VZNog9OCPfMGIGAr5oS3sk8MrQbBLvJb&ref=orjY4mGPRjk5boDnW0uvlrrd71vZw9kpVBUyA8nmgRGGniRDizg1qX6U4gA2S8YSILDr0rgbZruQK9vkRpKE8N3o8VNUkKVYMnpWE4dqPCSULuDx13R7vM_z2COOdz99pJgLpGIEnmfUemW4tMHeQwaXaxECsjMw4W-PG8Y8U_Cdz3gOCZPFvbH7Z1htiuZ0KRBTgn2exP17h0jfO6Kze7LhH-icF4x0_FqbN8hSrgJnyRgH-5E4BQdtGalpJlXXzg5wOb8XptlDHoiodeb7gA&l10n=ru&cts=1477578459809&mc=3.277613436819116
http://yandex.ru/clck/jsredir?from=yandex.ru%3Bsearch%2F%3Bweb%3B%3B&text=&etext=1222.iINsljeG_q1wXDX1eCBpPnSKG-9SZldTHRXRTjQIiIAtk0QAwdHEgGfcy-9NrjF_bxaqckx4a8RlJjE-HI1Pkw.413543f0b83f1ed4dbe5ed5faca68add6ca62708&uuid=&state=PEtFfuTeVD5kpHnK9lio9aJ2gf1Q1OEQHP1rbfzHEMvZEAs4QuMnSA&data=UlNrNmk5WktYejY4cHFySjRXSWhXSzU1TjczMFFpaDFoSUZmT0lOOFRoX0p6X0VCdkphdGV0ck5hRmdHOWU5VEc4TnZvUjJ0WFB3NTJrdUVJUUI2QTF6U2ZVdUlhWnU5dF93U1N2eFNYZjloMlIzbUE0a2RGVXVLQ1NNZ0R6Q2hJaHY2eFVKSFpzSlRYejlKMjcxUXFBOW5aUGhfMnZJUW5feTZwc1E0bmdQQlVLdnNXWWhtLU13RFVsY1c2MXJ0YS03Sy0yS1kzOTFHbU9VTFhlZjQ5dw&b64e=2&sign=d495c5a89956c1f00bcb1fa6df50f6ad&keyno=0&cst=AiuY0DBWFJ5fN_r-AEszk4ehSe8fxU6ZAkdL8sRqriVB2JnyVClldWME3qasdrOGDViexIx-4mNOrJnkNmI3XF0ncWkJaTSDjfnL_5yyJFQ2hdzcaO6YmLI3zr68_qC2vna2-Jolar7cwx-JeV32MlyEMenRGHJ0emLK3cQdPWwXrgDuczFMA2-OslUQesUhmIjSb92Um5-_pzkX8lTm5ouLauT41X3XewR4N47MvWNt63EjO8i9AwuJvxZ8y6arpdUqe4oQCYcZNLkenhpbgY0tzObgTxtPJPVp0RC6ESXLu11eATfIwSpi6YpRpPLO7jSrqnZRhoUrysa04EgJC5n3HeirX4Tm0NIWteHe5vq5k4iRVV3jgBoymYDTcFS4TDWtQg2Rz1-jlyXeh3uy463m2cd1xgGE1j2IqojbPjEQ_oPEn10DzrcItDPKuBrWcMWKMBRrwl_NzBBCaFUrx0PJoL27OXMzHRt1MTkSL1GTLnZWb-OUYP8y-I0dZnymwFRDUCSitt8J3AzRLQMV9zVOTcj5YJehLsBHqmKbMqxAbc4OVBPfx2GLBd10-r-42YkIsoMGAR9kFt4qrGm13tCoK8op-NEQfgpfD0PEXcO6c7AsFqfimaaT1TPhdgHm&ref=orjY4mGPRjk5boDnW0uvlrrd71vZw9kpjFOc-jDymv14nLR1eak5K2VZi7zhpMJvJqEMaqsWxGw2v_EdBqOBI1eOhvm5OVlyY0Xl88V9Fm20288FvvaXqy0cxkeHrMnZwqK0xVeb9Zw&l10n=ru&cts=1477578363849&mc=5.1720910770823485

‘ OKCIICPUMCHTAJIbHO MOATBCPIKIACHHBIC U TCOPCTUUCCKU 000CHOBaHHBIE

Ta6auna I12 - Cuna pekomenaanui

Cuaa ., | Onucanue Pacuugpposka

peKoMeHaanu i
Pexomenpanus ocHoBaHa Ha
BBICOKOM YPOBHE JIOKa3aTEIbHOCTH
(xax MmuHMMYM | yOeauTenbHas Merton/Tepanus NepBOi JTUHUM;

A nyonukaus | ypoBHs 1100 B COUYETAHUU CO CTaHIAPTHOU
JI0KA3aTeIbHOCTH, IIOKA3bIBAOIIAs METOUKOW/Tepanuei
3HAYUTEIHHOE MPEBOCXOICTBO
T10J1b3bI HaJl PUCKOM)
Pexomennaiyst ocHoBaHa Ha cpeiHeM | MeToj/Tepanus BTOPOH JIMHUY;
YPOBHE JJOKa3aTeIbHOCTH (KaK 1100 MpH OTKasze,
MUHUMYM | yOenurenbHas MPOTHBOIIOKA3aHUH, WIIN

B nyonukarus |l ypoBHs Hea(p(peKTUBHOCTH CTaHIAPTHON
JI0Ka3aTeIbHOCTH, TIOKa3bIBAIOIIAs METOIUKH/TePaITHH.
3HAYUTEIHHOE MPEBOCXOICTBO PexomeH1yeTcsi MOHUTOPUPOBAHUE
T10JIb3bI HAJI PHCKOM) 10OOYHBIX SIBIICHHH
Pexomennanust ocHoBaHa Ha cmabom | HeT Bo3pakeHuil MpoTUB 1aHHOTO
YPOBHE JIOKa3aTEIbHOCTHU (HO KaK MeTO/1a/Tepanuu Wi HeT
MUHUMYM | yOenurenbHas BO3paKEHUH MTPOTHUB MPOOTDKEHUS
nyonukarus |1 ypoBas JAHHOTO METOJ1a/Teparnuu

C JI0Ka3aTeIbHOCTH, TIOKa3bIBAIOIIAs PexomeH10BaHO MpH OTKa3ze,
3HAYUTEIHHOE MPEBOCXOICTBO MPOTHBOIIOKA3aHUH, WIIN
II0JIb3BI HAJl PUCKOM) UU Hea(p(PeKTUBHOCTH CTaHIAPTHOU
HET yOeUTEeNbHBIX IaHHBIX HU O METOIUKH/Tepanuu, Ipu YCIOBHH
T10JIb3€, HU O PUCKE) OTCYTCTBHSI TOOOYHBIX 3(h(HEeKTOB
OtcyrcTBUE yOETUTENBHBIX
nyomukaryii |, |1 o 11 ypoBHs
JI0Ka3aTeIbHOCTH, TIOKA3bIBAIOIINX
3HAYUTEIHHOE MPEBOCXOICTBO

D M0JIB3bI HaJl PUCKOM, JIN00 He pexoMeHn10BaHO
yoenurensubie myomukaruu |, 11 wmm
Il ypoBHS nOKa3aTENBHOCTH,
MOKa3bIBAOIINE 3HAYUTEIHHOE
IIPEBOCXO/ICTBO PHCKA HAJ MOJIB30M

AxXTyanu3anus JaHHBIX KIMHUYECKUX PEKOMEHIAMi OyIeT MPOBOAUTHCS HE pexke, YeM OJIMH pa3 B
Tpu rona. IlpunHsTue permeHus 06 OOHOBiIEHMH OyJeT MPHHATO HAa OCHOBAaHUM IPEATIONKCHUH,
NPEJCTABICHHBIX MEIUIIMHCKUMU TPO(PECCHOHATHHBIME HEKOMMEPUYECKUMHU OpraHU3alUsIMU C
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Y4€TOM pE3yabTaTOB KOMIUIEKCHON OIIEHKH JIEKAPCTBEHHBIX MPENapaToB, MEAUIIMHCKUX U3AEIHH, a
TaKXe pe3yIbTaTOB KIMHUYECKOH arnpodanuu.
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Hpuinoxenue A3. CBsA3aHHbIE JOKYMEHTbI

1. IIpuka3 Munznapascoupazsurus PO Ne 185 ot 22.03.2006 roma «O maccoBoM
00ceI0BaHNM HOBOPOXKICHHBIX JIeTel Ha HACJICACTBEHHBIE 3a00JI€BaHU,

2. IIpuka3 MuHucTepcTBa 34paBOOXPAHEHUS M COLMAIBHOrO pas3Butus PO or 16
anpens 2012 r. N 3661 "O0 yrBepxaenuu Ilopsaka okazaHus neanaTpuIecKoi momomnm"

3. IloctanoBnenue IlpaBurensctBa Poccuiickoit denepaumu ot 9 anpens 2015 rona
Ne333 "O6 yrBepxnenun IIpaBui (GOpMHpPOBAaHUS TMEPEUHsS CIELUUAIN3UPOBAHHBIX IPOAYKTOB

JIEYeOHOTO MTUTAHUS IS e TEN-NHBAINIOB"
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Hpu.ﬂomem/le b. AJIFOpI/ITM BCACHHUA NMAallMCHTA C rajakro3seMuen

HeoHaTanbHbIi CKPUHUHT WX
MTALUEHT C MTOJ03PEHUEM Ha rajlaKTO3EMUIO

A 4

Jlnarnoctuka

l

Koncynpranus
MpOQHUIEHOTO
CIIELIHAJIICTA

Huarnos
MOATBEPKACH?

Huerorepanus

MOHHTOpI/IHF nanueHTa

Huerorepanus
sddekTuBHa?

Koppekmus nuerst

A

Huerorepanus

s¢¢pexTuBHA?
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[Ipunoxenue B. Uudopmauusa 1is nanmeHToB

I'anakmo3emua — >T0 HacieACTBEHHOE 3a00JieBaHME, XapaKTEPHU3YIOIIMECS HapyIICHUEM
MeHba0OJIM3Ma TaNakTo3bl (YIJIeBOJ. OOpa3yloIIMecs MPH pPAcUICIICHMH MOJIOYHOrO caxapa —
JIAKTO3BI B JKEITYI0YHO-KHIIEUHOM TPAKTE).

KnuHuueckue CHMITOMBI TajllaKTO3eMHHM CTPEMUTENBHO Pa3BUBAIOTCA Y  OOJBHOTO
HOBOPOXKJIEHHOTO peOeHKa B TEUCHHE IMEPBBIX JHEH XKU3HU Ha (OHE BCKAPMIIMBAHUS TPYIHBIM
MOJIOKM HJIM aJanTHPOBAHHOW NIETCKOM MOJIOUHOHW cMechio. CHMIITOMBI HOCST HECHerupUIecKuit
XapakTep: BsUIOCTb, OTKa3 OT TpyaH (OyTBUIOUKHM CO CMECHIO), CPBITMBAaHUs, PBOTa MOCIE €abl,
KeJITyXa, TeMOPParuniuecKue BHICHITIAHHS, KPOBOUIIHUAHUS, YBEINUCHHUE TICUCHH U CEJIC3CHKH.

C nenpio paHHEW TUArHOCTUKU M MPOQPHUIAKTUKU PA3BUTUS YKa3aHHBIX CUMITOMOB (W/WIH
OBICTPOTO WX KYINUPOBAHMS) NPOBOJUTCS HEOHATAJIbHBIA CKPUHUHI. Pe3ynbTaTtel KOTOPOTO
COOOMLIAIOTCS POAUTENSIM IO TeJIeOHY.

Ponurtenun o00si3aHbI BHUMATENIBHO OTHECTUCh K IOJIyYEHHOW M3 ILIEHTPAa HEOHATAJILHOTO
CKPMHMHTA MH()OpPMALUU M HEMEUICHHO SIBUThCS Ha MpPHEM K Bpady H/WIU CBS3aTbCS C HUM IO
TeneoHy naxe, eciau y peOeHKa OTCYTCTBYIOT KIMHHYECKHE KH3HEYTPOXKAIOIINE CHUMITOMBI.
Pemienue o Ha3HAYSHUH U XapaKTepe AUETOTEPANIUU IPUHUMAET Bpady.

Ha3naueHnue naTtoreHeTHuYecKoil Oe3IaKTO3HOI/Oe3ranakTo3HON AMETOTEepanuu C TEPBBIX

THEW )KU3HU peOeHKa onpeiesisieT 0IaronpUsTHHINA MPOTHO3 TEUECHUS TaTaKTO3EMHH.
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Ipunoxkenue I'l. O0mas cxema 00MeHa rajJJakTO3bl

DIHAOTEHHAH I'AJIa KTo3a,

DKIOreHNAas raJlaKkrosa, ofpazoBaHHAsI IPH obMeHe
NOCTYNAIOMANA C ITHILeH rIAMKONPOTEHI0E 0
CIHKOJIHITHI0B

| Y IP-rawKkosa |l
>—< rANT FATT®

VIdP-T'anaktosa I'nwkoso-1-pocdhar

G _/

I"'AJIT — depment ranakto3o-1-hocharypununtpacupepasa;
I"'AJIK — ¢epMeHT rajlakToKuHa3a;
I'AJID - pepment Y ID-ranakro3o-4-snumMepasa (dmumepasa).
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Hpuinoxenue I'2. PaciuiudpoBka npumeyaHui

.. — JleKapCTBEHHBIN MMperapar, BXOsiuil B [lepeueHb )U3HEHHO HEOOXOAUMBIX M BAYKHEHIIHX
JIEKapCTBEHHBIX MPENApaTOB IJIs1 MEAUIMHCKOro npuMeHeHus Ha 2016 rox (PacnopsixeHue
[TpaBurensctBa PO ot 26.12.2015 N 2724-p)

."¥ — nexapcTBEHHBIN Tpenapar, BXosiuii B [lepedeHp JIeKapCTBEHHBIX MPENAPaTOB JIJIst
MEJULIMHCKOTO IIPUMEHEHUS, B TOM YHCJIE JICKAPCTBEHHBIX NIPENAPATOB I MEIULIUHCKOTO

NpPUMEHEHHS, HA3HAUYaeMbIX 10 PEIICHUIO BPAaue€OHbIX KOMUCCUN MEIUIIMHCKUX OpraHu3alui

(Pacnopsoxenue IlpaButensctBa PO ot 26.12.2015 N 2724-p)
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