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Cnucok coxkpameHui
D2/D2 — ramakTo3emusi, BapuaHT [[yapTe B TOMO3UTOTHOM COCTOSIHUH
G/D2 — ranakrozemusi- [lyapte
G/G- ranakro3zemus tut I, cBs3aHHast ¢ MmytanusiMu B rene GALT
AMI' - aHTUMIOJUIEPOBBII TOPMOH
AUYTB - AKTHUBHPOBAHHOE YACTHYHOE TPOMOOTIACTHHOBOE BpeMsI
I'AJI — ranakrozemust
I"'AJIK — ¢epMeHT rajlakTOKMHAa3a
I'AJIT — dpepment ranakroso-1-pocharypununrpacudepasa
I'AJID — pepment Y JID-ranakto3o0-4-3numepasa
KT — xommbrotepaas Tomorpadus
JII' — JIFOTEMHU3HUP YOI TOPMOH
MHO- MexayHapoaHOE€ HOPMAIN30BAaHHOE OTHOIICHUE
MPT — marHuTHO-pe30HaHCHAsE TOMOTpadus
HA1® H — aukotnHaMuanHyKIecoTUaA(OCHAT
HA/I'H — HUKOTHHaMHITUH YKJICOTH T
IITB - nporpoMOMHOBOE BpeMst
Y Id-ranakro3a — ypuauaudocdarranakrosa
Y ®-raroko3a — ypuauHau@ocaTriiroko3a
V3U — ynbTpa3ByKOBOE UCCIIEI0BAHNE
OTA — sTuneHImaMUHTETPayKCyCHAsI KUCTIOTa
OKT — anexTpokapauorpadus
Ox0KI" — sxokapauorpadus
99T — sanexTposHuedanorpadus
YVYP — ypoBeHb yOSAUTETFHOCTA PEKOMEHIAIIUU
Y/I — ypoBEHb JOCTOBEPHOCTH JOKA3ATEIbCTB

OCT" —(honnMKyTOCTUMYIUPYIOIINUNA TOPMOH
OMIM (online mendelian inheritance of man) — snexkTpoHHas 6a3a JaHHBIX «MeEHJENEBCKOE

HaCJICAOBAHUC Yy UCIIOBCKaA»



TepMuHbI U onpeaeIeHUs
HeonaTanbHbli CKPUHMHT — KOMILJICKC MEPOTIPUATHIA, BKIIIOYAIOIUX Oe3BBIOOPOYHOE
o0ciie0BaHNE HOBOPOXKICHHBIX, B IENSAX PAHHETO BBIABICHUS 3a00JIeBaHUN, Ha3HAYCHUS
CBOEBPEMEHHOTI0 JICYEHHS U MPOPUIAKTUKYN Pa3BUTHSI TSKEIbIX KIMHUYECKUX MOCIEICTBUM
I'anakTo3emusi — rpynna HaclleJICTBEHHBIX HAPYLIEHUH 0OMEHa yIiIeBOI0B, IPU KOTOPOM

B OPraHu3Me HAKaIlJIMBACTCA M30BITOK T'aJIAKTO3bI U €€ META00JIUTOB



1. KpaTrkass unpopmanus no 3a00,1€eBAaHUIO0 WIN COCTOSIHUIO (Tpyme

3200J1eBaHUI MJIH COCTOSIHUI)

1.1 Onpenesaenune 3a00JJeBaHUA UJIHM COCTOSTHNS (TPYNNLI 3200J1eBaAaHUNH WJIN

COCTOSIHMA)

lNamakro3emus (I'’AJI) — rpynma HaciaeACTBEHHBIX HapylieHWH oOMEHa YIJIEBOJOB, NMPH

KOTOPOM B OpraHM3Me€ HaKaIlUIMBaeTCs W30BITOK TaJlakTO3bl M €€ METa0OJIMTOB, 4YTO
00yCJIOBNIMBAaET KJIMHUYECKYI0 KapTuHy 3a0oneBaHus © (HOPMUPOBAHHE OTCPOUYECHHBIX

ocnokHeHu#. Tum HacienoBaHusl BceX (POPM rajakTO3eMHUH - ayTOCOMHO-PELIECCUBHBIN.

1.2 ITHOJIOTUS ¥ IATOreHe3 3200 1eBaHNA NJIH COCTOSTHNS (TPYyINLI 3200 1eBaHUN WJIH

COCTOSIHMiA)

l'anakro3a (0T rpeueckoro ciopa galaktos - MOIOKO) - MOHOCaxapu U3 TPYIIBI TEKCO3,

u3omMep IMoko3bl. HecMoTps Ha 0o0JblIoe CXOACTBO MOJEKYJd IUIFOKO3bI U TalaKTO3bl,
MIpeBpaIleHHe MOCIEAHEH B TIIIOKO3Y TpeOyeT HeCKOIBKUX (PePMEHTATUBHBIX PEAKLIUH, KOTOPBIC
MIPOTEKAIOT B LIUTOIUIa3Me KiIeTKH (puc. 1). 'anakTo3a umeer BaxkHeillllee 3HaYEHHUE JUIsl pOCTa U

Pa3BUTHA OpraHu3Ma U ABJISICTCSA KOMIIOHCHTOM I'PYAHOTI'O MOJIOKA.

I"aymakTo3a HE TOIBKO SIBIAETCSA 3HAUMMBIM HCTOUHUKOM SHEPTUU ISl KJIETKU, OHA UTPAET
BAXHYIO MpPEOHOTHYECKYIO pOJIb, CIY)KUT HEOOXOAMMBIM IUIACTUYECKHM MaTepuaIoM s
o0Opa30BaHMsl TIITMKONPOTEUI0B, ITMKOJUIUAOB U APYTUX CIIOKHBIX COEIMHEHUHN, UCTIOIb3yEMbIX
opranusmMoM Jis  (opMHpOBaHMS KJIETOYHBIX MeMOpaH, HEpBHOW TKaHH, IHPOIECCOB
MHUENMHU3AMU HelipoHoB W Jp. Hapymenwe merabonm3ma TrajakTo3bl, HaOdrogaeMoe Mpu
rajJjakTO3eMuH, Hen30€KHO MPUBOJUT K PACCTPONUCTBY (DYHKIIMOHUPOBAHHMSI MHOTHUX OPraHOB U
CHCTEM OpraHHu3Ma.

Bbonbiroe xonnyecTBo MoTpeOIsieMbIX B TEUEHHE JIHS MMILEBBIX MPOJIYKTOB (B MEPBYIO
ouepeslb MOJIOYHBIE MPOJYKTHI) COAEPXKAT JIAKTO3Y, U3 KOTOPOH B KHUIIEUYHUKE B pe3yJbTaTe
THJIPOJIA3a 00pa3zyeTcs rajlakTo3a; HEeKOTOPbIE MPOYKThI MUTAHUS COAEPIKAT raJIaKTO3y B YUCTOM
BUjie. Y UelOoBeKa rajjakTo3a MOXKET 00pa3OBBIBATHCS 3HJOTCHHBIM ITyTeM, MOJABIISAIOLIEE ee
KOJIMYECTBO  CHUHTE3MpyeTcss B mporecce  (EpMEHTATUBHBIX  peaklui  MExXIy
ypunusaudocdarrimokozoit (Y AD-rmroko30ii) u Y D-ramakro3oii, a Takxke B mporecce oOMeHa
TJINKOITPOTENHOB U TNIMKOJIMIIH/IOB.

lNanakTo3eMusi OTHOCHUTCA K HAcCJEICTBEHHBIM OOJE3HSIM YIJIEBOAHOTO oOOMeHa u
00BbEIUHIET HECKOJbKO reHeThdeckux ¢(opm 3aboneBanuil. [amakrozemus tun I (CAJL 1)
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oOycnoBnena mytanusmu B rene GALT, kapTupoBanHoM Ha 9p13.3, uro npuBOIUT K AepuImTy
ranakTo3o-1-pocparypununrpanchepassl (I'AJIT). Ianakrozemus tun I (I'AJI IT) oGycnoBnena
mytanusimu B reHe GALKI, xaptupoBaHHoM Ha 17g25.1, 4to mnpuBOAMT K JepUUIUTY
ranakTokuHasbl (I"AJIK). I'amakrozemus tum III (I'AJI III) oOycnoBnena MyTanusiMu B T'eHE
GALE, xaptupoBanHoM Ha 1p36.11, uro mnpuBoautr Kk aehunury ypuauH-audocdar
(VY A®d)ranaxkrozo-4-anumepasbl (I'AJID) (puc 1).

B pesynbrate Hepoctarounoctu ao6oro u3 tpex pepmentos — [AJIT, TAJIK nmu [AJID
— B KPOBH IOBBIIIAETCSI KOHIIGHTPALUs rajakTo3bl. [Ipy CHMKEHWH  aKTUBHOCTH (DEpPMEHTOB
I'AJIT u T'AJID, moMuMoO M30BITKA TaJIaKTO3bl, B OpPraHU3ME IMAIIMCHTa HAKAIUTMBACTCS TaKKe
130BITOYHOE KOJIMYECTBO raakTo30-1-(ocdara, 4To Ha CEroJHAMIHUMN 1€Hb CYUTACTCS OCHOBHBIM
NATOreHEeTHYeCKUM (PakTopoM, 0O0YyCIOBIMBAIOIIUM OOJBIIMHCTBO KIMHUYECKUX IPOSBICHUN
I'AJI u popMupoBaHHEe OTCPOUEHHBIX OCIONKHEHUH. M30BITOK TalnakTo3bl B OpPraHU3ME MOXKET
MeTaboIM3UPOBATHCS B IPYTMX OMOXUMHUUYECKUX ITYTSX: OHAa MOYKET MPEBPALLATHCS B TAJTAKTUTOIL.
Haxomnnenue ranakTuTosa B KDOBH M TKAHSIX M TIOBBIIICHHUE €TI0 SKCKPEIMH C MOYOH HAOII0AaeTCst
npu Bcex ¢opmax ['AJl; B Xpycramuke Tria3a H30bITOK TaJlaKTUTONA CIHOCOOCTBYET
(dbopMHpOBaHUIO KaTapakThl. IMeloTcs cBeieHHs O TOM, YTO BBICOKOE COAEp)KaHUE TaJaKTUTOJIA
B TKaHSX MO3ra CIIOCOOCTBYET HaOyXaHHIO HEPBHBIX KJIETOK U (POPMHUPOBAHUIO IICEBAOONYXO0IU
MO3ra y OTAEJIbHBIX NAI[UEeHTOB.

[Taronoruveckue nporeccol npu ['AJI 00yCIOBIEHBI HE TOJIBKO TOKCUYECKUM JIEHCTBHEM
yKa3aHHbIX MPOJYKTOB, HO U MX TOPMO3SIIMM BIUSHHEM Ha aKTUBHOCTh JIPYTruX (hepMEHTOB,
Y4YacTBYIOIIMX B YIJIEBOAHOM oOMeHe ((pochorimoKkoMyTassl, IN0K030-6¢ochaTaeruaporeHassl),
CIIEACTBUEM 4YEro SBISAETCS TMIONIMKEMMUYECKHH cuHIpoM. [lpenmomaraercsa Takxke, 4TO
MIPeIpacloIokKEeHHOCTh K cencucy y HoBopoxaeHHbIXx ¢ ['AJl tunm [ o6ycnosnena
MHTUOMpPOBaHNUEM OAaKTEPULIUIHON aKTUBHOCTH JICHKOLIUTOB.

Haubonee vactoit popmoit I'AJI sBnsercs ['AJl 1. T'en GALT coctout u3 11 3K30HOB,
oxBaTbIBatomux 4,3 T.1.H. XpoMocoMbl 9pl13. B 6a3e maHHBIX Mo MyTauusM yenoBeka Human
Genetic Mutaton Database (HGMD Professional, Version 2020.3) onucano 346 maTOreHHBIX
BapuaHtoB B reHe GALT [47]. K Haubonee pacnpocTpaHEHHBIM IaTOT€HHBIM BapHaHTaM
otHOocaTcst nBe myrtamuu: ¢.563A>G (p.Q188R) m ¢.855G>T (p.K285N), oOycnapnuBaromime
pazsutue ['AJI I. Cpean manueHTOB €BPOMEHCKOTO MPOUCXOKIACHUS HAanOO0JIee YacTON SIBISETCS
mytanus c.563A> G (p.QI88R), cocraBmstomas  64% Bcex HaONIONaeMBIX MMAaTOTEHHBIX
BapuanToB. Bapuant ¢.404C> T (p.S135L) cBs3an ¢ «msarkum» penorunom I'AJI [ u BeTpeuaercs

IIO4YTH HUCKIHOYUTCIBHO y MMalfMCHTOB a(ppI/IKaHCKOF (O) IMPOUCXOKACHU. I[p}ITI/IC



pacmpocTpaHEHHBIE IMAaTOreHHbIE BapuaHThl BKovaroT: €.855G> T (p.K285N), c.626A> G
(p-Y209C), c.413C> T (p.T138M), ¢c.584T> C (p.L195P) u IVS2-2A> G. V eBpeeB-auikeHasu
4acTO BCTPEYAeTCs JeNerus pa3Mepom okoto 5,5 kb. Bce 3Tu BapuaHThI CBS3aHBI C MOYTH WA

MIOJIHOM MoTepel akTUBHOCTU (pepMeHTa.

Bapuant ramaktozemuss  -Jlyapre (GD2) sBisercs  pe3ynbTaTOM  CIOXKHOM
TeTePO3UTrOTHOCTH 10 naTtoreHHoMy Bapuanty GALT (G) u BTopoMy ajuiesto, U3BECTHOMY Kak
p.N314D, Duarte 2 (D2). D2 Bcrpewaercs mnpumepHo y 11% Hacenenuss B
€BPOIEHCKOAMEPUKAHCKUX NOMyJsALUAX. B HacTosiee BpemMs HM3BECTHO, YTO OH BKJIIOYAECT
raruioTUIl W3 IISITH BAapUAHTOB: TPU HHTPOHHBIX BapuaHTta (- ¢.378-27G>C, ¢.508-24G>A u
c.507+62G>A), neneuuto 4 m.H. B IpoMoTOpe reHa u 3ameny ¢.940A> G (p.N314D). Annens D2
camwkaer aktuBHocTh ['AJIT mpumepno na 50%, Tak 4TO, KOrja OH MPHUCYTCTBYET B TpAHC-
MOJIOKEHUH C KIACCHYECKHM aJUleJieM TallaKTO3eMHH, TO aKTUBHOCTh ()epMEHTa MOXKET
COCTaBIATH ~ 25% 0T HOpMbI. TekyIue JaHHbIE MOATBEPKIAI0T TUIIOTE3Y O TOM, UTO Jienenus 4
II.LH. OTBETCTBEHHA 33 CHWKEHUE aKTUBHOCTU QepMmeHTa. BTopoii Bapuant, Duarte 1 (D1, Takxe
u3BeCTHBIN Kak BapuaHT Jloc-Anmkeneca win LA), He cBS3aH CO CHIKEHHOW aKTUBHOCTBIO
I'AJIT. Amnens D1 conmepxur ¢.940A> G (p.N314D), a Takke CHHOHUMHUYHOE HW3MEHEHUE
HyKJIeoTHaa B 3k30He 7, c.652C> T (p.L218 =), Ho He amenenuio mpomotopa 4 m.H. AJUIenb
BapuanTa D1 Takke cunraercs 100pOKadyeCTBEHHBIM U aCCOLIUUPYETCS C HOPMAJIbHOM MM CIIeTKa
MOBBIIIEHHON akTUBHOCTHIO (pepmenta I'AJIT spurpouutos [16].

I'anaxrozemuu Il Tuna (I"'AJI IT) oOycnosnena mytauusmu B rene GALK I, kKapTHpOBaHHOM
Ha 17g25.1. Onucano okono 50 MmyTanuii, 4aCTbIX MyTalllil HE OMKICAHO.

N3BectHa onHa mytanus, p.P28T, koTtopas yacTo BcTpedaercs y upirad [17].

lanakrozemus Tun Il (I"AJI [II) o6ycnoBieHa MyTanusMy B TeHe GALE,

kapTupoBaHHOM Ha 1p36.11. Oxna u3 cameix peakux Gopm ['AJI. M3BectHO okoi10 30 MyTanmii,

YacThIX MyTAllMi HE ONHCAHO.



JHIoreHHAS rajaKTrosa,

IK30TeHHASA ra;1akTosa, oﬁparmna}maﬂ npa obmene
nocrynawmas ¢ l'l]l[l_]efl [VIHKOIIPOTEeHI0B U
[JTHKOJIHITHI0B
Tanakrosa

Taxakro3o-1-gocdar VId-raioko3a
LA rAJl3

VId-T'anakrosa Imoko3o-1-hocar

Pucynok 1. MeTaboau3m rainakTo3sl

I"'AJIT — depmenr ranakrozo-1-docharypununtpacHdepasa;
I'AJIK — ¢pepMeHT ranakTokuHasa;

I'AJID — pepment Y ]D-ranakrozo-4-snumepasa (dmnumepasa).

1.3 DnuaeMuoJorusi 3a00JeBaHNs WJIH COCTOSHHS (rpynnbl 3a001eBaHU WU

COCTOSIHM )

Yacrora T'AJI mo paHHBIM MaccoBOro 0OcCIeI0BaHUS HOBOPOXKIEHHBIX B Poccuu

coctaBigeT 1: 20 000. Dto 3HaueHue He gBiIsgeTcd ucTUHHON wacToToil I'AJI I B PD, Tak kak
BKJIIOUAT U KinHKu4eckue BapuanTol I'AJI [ 1 BapuanTs! ranakrozemusi-/lyapre. JlaHHbIX 0 yacToTte
'AJI 11, IIT met, Tak kak nmoarBep xaatomas quarHoctuka ['AJI B 6ompimuHCTBE ciydaeB B PO He
MIPOBOJMTCS.

I'AJI I Bctpewaetcsi y 1: 53 554 noBopoxnennbix B Coequnennbix Illrarax [18]. YacroTa
DG-ranakro3zemun npumepro B 10 pa3 BeIlie, ICTUHHAS YaCcTOTAa HEM3BECTHA M3-3a Pa3IUYHi B
CKPUHUHTE.

Yacrtora ['AJT Il konebsercst ot 1: 2 200 000 mo 1: 50 000 UBBIX HOBOPOXKJIEHHBIX,
IpUYeM camast BbICOKasi HabJro1aeTcst y ubliranckoro Hacenenust bonrapuu u bocauu [19].

Yacrota gedunura I'AJID, BBISBISIEMOr0 IPU CKPUHUHTE HOBOPOKIEHHBIX, B OCHOBHOM,
3TO OecCUMOTOMHBIN (10OpOKaYeCTBEHHBI H30JUPOBAHHBIN MM MPOMEXYTOUYHBI BapHaHT),

coctasisieT 1:70 000 y magenues eBporeiickoro npoucxoxaeHus u 1: 6700 y appoamepukanien

[20].
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1.4 Oco0eHHOCTH KOTUPOBAHNS 3200J1eBAHUS HJIH COCTOSTHNSA (IPYIILI 3200J1eBaHUI

HJIM  COCTOSIHMII) mo MEeKIVHAPOAHON CTATHCTHYECKOH KJgaccudukammm 00je3Hed U

npooJeM, CBA3aHHBIX CO 310POBLEM

E74.2 - Hapymienuss obmena raiakto3sl  (HemocraTounocts

rajakTokuHassel. ["anakTo3emust)

1.5 Kaaccudpukanus 3a00j1eBaHUs HJIH_COCTOSIHMA (TPynnbl 3200JIeBAHUI MU

COCTOSIHM )

B ocHoBy coBpemenHoi kinaccudukamnuu I"AJl moa0keH STHOOTHYSCKUN TTPUHITAII.

B 3aBucumocTH OT nedexta OAHOTO M3 TPEX OCHOBHBIX (PEPMEHTOB, YYACTBYIOIIUX B OOMEHe
rajlakTo3bl BeIACISAIOT TpH TUna ['AJI:
I. Knaccuueckuii - ranakro3emus | tuma, oOycinoBieHHas AePUIIMTOM (EpPMEHTA TallaKTO30-
1pochar-ypuaunrpanchepasbt (AJIT) u HaJTU4YHEeM TOMO3HUTOTHBIX WITH
KOMIayHAreTepo3uroTHeix Myranuii B rene GALT (G/G). OtnenbHO BLAETSAIOT BapuaHT Jlyapre
(D/D) u ramakrozemuto- Jyapre (G/D), npu KOTOpHIX MOIUMOPQHBIA BapHaHT HAXOIUTCS B
TOMO3UTOTHOM COCTOSIHUU WJIM KOMITAyH/I-T€T€PO3UTOTHOM COCTOSIHUU C TATOT€HHON MyTaluei.
1I. Heoocmamounocmeo canaxkmokunaswl (I'AJIK) (ranakrozemus Il tuma).
I11. /lepuyum ypuounougocpam-zanakmozo-4-anumepaszot (I' AJID nnu snmmepassl) —

rajgakro3emus II1 Tuma [25].

1.6 Kiimunyeckasi KapTHHA 3200J1eBAHUS WJIH COCTOSTHUSA (TPyHNbI 3200J1€BAHNH W

COCTOSIHM )

I'AJIT(OMIM 230400) nposiBiisieTcsl B HeoOHaTaibHOM nepuojie. Ha pone BckapminuBanus
MOJIOKOM HJIM MOJIOYHOM CMECBIO, COACPIKAIEH JIAKTO3y M TaJakTO3y y HOBOPOXIECHHOTO
MOSIBJISIETCS PBOTA, AMAPEs], MBILLIEUHAsl THIIOTOHUS, COHJIUBOCTD, BSUIOCTh. OTCYTCTBYET IprOaBKa
B Macce TeJja, HabJ0JaloTCs BsIOE COCaHUE, OTKa3 OT TPy MaTepH, MOSBISAIOTCS U HApaCTaIOT
MIPU3HAKH HNOPAXKEHHUS NIEYEHH, 4acTo COIIPOBOXKAAIOIIUECS
rernaToMerajlel/renarocaeHOMerallni, JKeNTyXOW, TUIOTJIIMKeMUell, HEepeaKo OTMedaeTcs
KPOBOTOYMBOCTb U3 MECT UHBEKIUN.

Haub6onee tsoxensiM nmpossiienneM ['AJl [ y HOBOpOKIEHHBIX SBISIETCS CETICUC, KOTOPBIN
uMmeeT  (aranbHOe TEYEHHWE W dYalle BCero  OOYCIOBJIEH  IpaMOTPHIATEIbHBIMU

MUKpoopranuzMamu, B 90% ciyuaeB - Escherichia coli. Kax ocinoxHeHHs cerncuca, BO3MOKHO
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Pa3BUTHC MCHHUHIHUTA, OCTCOMUCIINTA. v OIHOI'0 ManmyeHTa BO3HUKIIA T'aHTpC€HA MaJIbIEB CTOII U

3aHEH MOBEPXHOCTU OJHOM HOTH [21].

3aboneBanne OOBIYHO MaHH(ECTUPYET B TIEPBBIC JHH - HEACIH >KU3HU, OBICTPO
MIPOrpeccupyeT W B OTCYTCTBHM JICUEHHUS HOCUT XHU3HEyrpoxkaromuii xapakrep. C mepBbIx
MECSIIIEB KHU3HU Y MHOTUX JIeTel (POPMUPYETCS IBOSKOBBITYKIIAs KaTapakTa.

VY HEKOTOpBIX MAlMEHTOB MOXET OTMEYaThCsl CUHAPOM BHYTPUUEPENHOW T'MIEPTEH3UH,
KJIIMHUYECKH MPOSIBIIAIONINECS BRIOYXaHUEM U HanpspkeHueM Ooubioro pogauuka. [Ipu KT/MPT
TOJIOBHOI'O MO3T'a ONPEEIIAIOTCS IPU3HAKU BHYTPUUYEPEIIHON runeprensuu [22].

Muagenust ¢ G/D, nony4aroniue rpyIHO€ MOJIOKO MIJIM CMECH C BBICOKHM COJIEp)KaHUEM
rajiakTo3bl (MOJIOYHBIE CMECH), OOBIYHO HE HWMEIOT KIMHUYECKUX CcHUMOTOMOB. EcTb
HCCIIEA0BAHMS, TIOKA3bIBAIOIIEE OTCYTCTBUE PA3IUYMI MEXAY TPyIIIaMU JETEN C TAIAKTO3EMUEH
G/D, nony4aBuIvX 1 HEe MOMy4YaBUINX JieyeOHOe nuTanue. HegoctaTouHocTh GyHKIINHN SUYHUKOB,
KOTOpas 4acTo BcTpevaercs npu kinaccuueckoi ['AJI I, He HabGnroganacek y Ae€BOYEK WM KEHIIUH
c G/D [23].

Knunnueckas cumnromaruka npu I'AJI I (MIM 230200) y MHOTMX OOJIBHBIX MOKET OBIThH
OrpaHMuY€Ha TOJbKO (OPMUPOBAHMEM KaTapakThl.  Takue CUMOTOMBI 3a00JieBaHHS Kak
OTCTaBaHWE pOCTa M Macchl Teja, AMCIENTUYECKHE pPACCTPOWCTBA W JAp., HE3HAYUTEIHHO
BBIPa)XEHBI, XOTsl U MOT'YT HaOJII0/1aThCs y IeTel TpyAHOro Bo3pacTa. Taxke npenoaaraercs, 4To
B 3aBHCHMOCTH OT TMOTpeOJieHuss Mojoka B 0Oojee IMO3JHEM BO3pacTe, CYLIECTBYET
MPEAPACIIONOKEHHOCTh K MPECEHUIILHOM KaTapakTe, pa3BuBaromieics B Bo3pacte 20-50 et [24,
25].

["anakrozemus 11 Tuma (MIM 230350) BcTpeyaeTcst HCKIIIOUUTENBHO PEKO, YACTOTA €€
TOYHO Heu3BecTHa. BeiiemstoT 2 knmuanyeckue popmsl I'AJI 111, cBsS3aHHBIE ¢ HETOCTATOYHOCTHIO
I"'AJID: noGpokadecTBEHHYIO (M30JIMPOBAHHYIO) U TSDKENYIO (TeHepain30BaHHy0). Knunnueckue
MIPOSIBJICHUS IIPpU JOOPOKAYECTBEHHON (hopMe MOTYT OTCYTCTBOBATh, U 3a00JI€BaHUE BBISIBIISETCS
Clly4ailHO Mpu OOHApYXEHHH IOBBIIIEHHOTO YPOBHS TallakTO3bl B KPOBU (MpU IPOBEICHHUU
CKPUHHUHTa HOBOPOKIEHHBIX, OMOXMMHUYECKOM aHaJIN3€ KPOBH U JIp.). OJHAKO KaTaMHECTHYECKHE
Ha0JI0/IeHNs TTOKAa3bIBAIOT, YTO Y YACTH JIETEeH B MOCIIEAYIONIEM UMEIOTCS HApYILIEHUS MOTOPHBIX
¢byHkuuii 1 peyeBoro paszButus. [Ipu Tsokenod ¢gopme 3aboeBaHUs HAYaIbHBIE CHUMIITOMBI
UMEIOT CXOJCTBO C KJIACCUYECKOW TaJIakKTO3EMHUEHN, BKIIIOUAs XKEITYXy, FeNaTOMErajuio, pBoTY,
MBILIEYHYIO0 TUIIOTOHHUIO, 33JIEPKKY (PU3MUECKOro/TICHXOMOTOPHOTO pa3BuTHs. B nmocnenyromnem
HabmoiaeTcs cruieHomeranus. HecMoTps Ha panHee pacrio3HaBaHUe 3a00JI€BaHUS U BKIIOUCHUS

JTUETHUYECKOTo JiedeHHs], depe3 2-3 roja HEpeaKko OOHApYKMBAIOTCS OTUETIIMBasl 3a/eprkKa
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IICUXOMOTOPHOI'O Pa3BUTHs U HEHPOCEHCOPHAs TyroyxocTb. HeKoTOpble MalMeHThl COCTABIISAIOT
TpYIIy PHCKa MO Pa3BUTHIO KartapakTel. /letn ¢ m3oiampoBaHHOW (POpMOIl OOBIYHO OCTAIOTCS
KJIMHUYECKH 370POBBIMH JIa)Ke HAa OOBIYHOM MOJIOUHOM JMETE U MOTYT OBITH BBISBJIEHBI TOJIBKO
[P MacCOBOM CKPUHUHI'€ HOBOPOXKJIEHHBIX [20].

Onucan OIMH CEMEHHBIM cilydail TsDKEJIOW TPOMOOIMTOIIEHUH, ACCOLMHUPOBAHHBIN C

MyTaiusiM B rene GALE [26].

2. /InarnocTuka 3a00/1eBaHUS UM COCTOSIHUA (TPyNNbI 32001€BaHUI WU
COCTOSIHUI), MEJULMHCKHUE MTOKA3AHUA U IPOTHUBONOKA3ZAHMS K

NMPUMEHEHNI0 METOA0B THUATHOCTHKH
Juacnoz I'AJl ycmanasnueaemcsi Ha OCHOBAHUU COBOKYHHOCMU AHAMHECHMUYECKUX,
KAUHUYECKUX OAHHbIX, Dpe3VIbmamos J1abopamopHoco UCCIe008aHUSA (OUOXUMUYECKO20 U
MONeKVIAPHO-2eHeMU4ecK020 aHanu3a).
B Poccuiickou @edepayuu npogooumscs HeOHaAmMAalbHblll CKPUHUHS HA 2ANAKMO3eMU0 U

MHO2Ue caydau 3a001e6aHus Mo2ym Oblmb 6bis6IeHbL HA OOKIUHUYECKOU CIAOUU.

2.1 ’Kaj100LI 1 aHAMHE3

Ilpu cbope anammuesa u x#anob peKoMeHOO8aAHO 0OpaMUMb GHUMAHUE HA Cledyioujue
Hcanobwl u anamHecmuyeckue coobbimus. B nobom eospacme
O omsaeowennvlil cemetinblili aHamHe3 (CXoOHvle cyyau 3a0071e6aHUs Y pOOHbIX Opamves u
cecmep),;

O 6auskopoocmeennwiii Opax.
Mnaoenywl nepguix mecayes HcusHu:

8s710€ COCanue, OmKaz om epyou,
nioxas npubaska 6 eece;
psoma;

ouapesi;

JHcenmyxa,

yeeiauderue pasmepoes nederu,

O O o o o o .4

2emoppazuyeckutl CUHOpom (Kposomouugocmo uz mecm unvexkyuil, KKT kpoeomeuenus u
opyeue);
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a
a
ad
ad

COHIUBOCMG,
6AJloCcmb,
noevblUleHHAA 6036yauMOCH1b,'

8viOyxXanue 601bUL020 POOHUYKA.

Kanobwvl u anamues makaice onucamvl 8 pazoene 1.6 «KIUHUYECKASE KAPMUHAY.

2.2 dusukajabHoe 00cae10BaAHHE

B nepevie 7 oneii ocuznu y nayuenmog ¢ I'AJI 1, svissnenuvix npu npogedenul Macco8oeo

CKpUHUHZA, KIUHUYeCKUe CUMNMOMbL Mocym OmCymcmeoeams. Oouaxo ecnipedaroncst

@yromunamusie Gopmul 3a001e6anUs U NePEble CUMIMOMbL MO2YM NoAeumvcs Ha 3-4 cymku

IAHCU3HU, euje 0o NOJIY4eHUsl pe3yaibmamos mecmupoearusl.

O O o o o .4

Ipu guzuxanvrom obcredosanuu Mo2ym 6bims 8blA61EHbI:

CHUDICEHUE MACCbl mend;
UKmMepuyHocmo (peaice O1eOHOCHb) KONHCHBIX NOKPOBOB,

yeenuueHue 0ovema JHcusoma,

2enamo- unu 2enamocnieHoOMe2anus,

2eMoppazuiecKuti CUHOpOM,

HeBPOI0SUYeCKasl CUMIIMOMAMUKA - CUHOPOM YeHeMeHUsl, pexce 8030VHCOeHUsl, NPUSHAKU
BHYMPUYEPENHOU SUNEPMEHUU.

B mex CIy4asix, Ko20a npoeedeHue CKPUHUH206020 UCCNe006aHUA N0  KAKUM-TUOO

NPpUYUHAM OKA3AJI0Cb HEBO3MOMNCHbIM UWIU pe3)Ybnianibl He ObLau noJly4€eHbsl, Heobxo0uUMo

uckKmnrodvams FA./], eciu 'y nayuenma ecnib Cﬂedyiomue KIUHUYeCKue nposAeieHust.

- couemaHue sceimyxu u cemoppacuiecKkoco CqupOMCl 6 nepevle 2 Helenu
HCU3HU,

- npusHaxku NeYeHOYHO-KIIeMOYHOU HEeOOCMAMOYHOCHU

- nosejleHue Kkamapakmsl 6 paHHem eo3pacnie, 0cobenHo Ha nepeom 200)/‘

- cencuc y 0OHOUWEHHO20 HOBOPOICOEHHO20, 8bi36anHblll E.coli;
- couemanue 3a0epHCKU NpudaAsKU 6 macce mend, VBeIUdeHUus. pasmepos
neyeHu, MblUedHOU SUNOMOHUU, 3A0EPIHCKU MOMOPHO20 PA3BUMUS U KAMApaKkmel y 0emeu

PAaHHEeco so3pacma.
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2.3 JIaGopaTopHbIe TMATHOCTHYECKHE HCCIEe10BAHUS

Jlabopamopnas ouaznocmuka npu HeOHaAMAalbHOM CKpUHUH2E 6KIIOUaem onpeodeieHue 6
CYXOM nsAmHe KpoGU KOHYEHmMpayuu oowel 2aiaKxmosvl, npu NOLONCUMENbHOM pe3yivmame —
onpedenenue akmusnocmu gpepmenma I'AJIT u mymayuii 6 cene GALT («uccrnedosarnue yposHs
2anaKmo3vl 8 KpoGu», «KOMNJIEKC UCCIe008aHull Onsl OudeHOCMuKu 2eanrakmosemuuy). Eciau
OUACHOCTUKA NPOBOOUMCA Y NAYUEHMA C YHCe BblIAGNEHHbIMU KIUHUYECKUMU CUMNMOMAMU, HA
@one ouemomepanuu, uHGY3UOHHOU Mepanuu, MaKmMuKa 1ab60pamopHo20 UCCIeO08AHUSL MONHCEM
gKnouams  onpeoenenue  akmusHocmu  epmenma TAJIT  umu  moavko  npogedeHue
JIHKouaenocmuku. llocne ucknovenus I'AJI Iy nayuenmog ¢ 8blCOKUM YPOBHEM 2ANaKMO3bl
cedyem npogoouns Uccied08anus 0Jisl UCKItouerus opyeux gopm I'AJL.

HUccneoosanue akmusnocmu I'AJIT ne cnedyem nposooums 6 meuenue 1 mecsaya nocie
nepeiueaHus 3pUmpoyumapHoll. Maccol m.K. UCCLe008aHue (epMeHma ocyujecmeisiemcs 8

ApUMpPOYUMax.

Pexomenayercsi MpoOBEJCHHE HEOHATAILHOTO CKPUHUHTAa BCEM HOBOPOXKIACHHBIM IS
BBISIBJICHHSI HACTIEICTBEHHBIX HAPYIICHUI MeTaboIr3Ma rajJakTossl [ 1-7].
YpoBensb yoenuTeabHOCTH pekoMenanuii - C (ypoBeHb 10CTOBEPHOCTH
JI0KAa3aTeJbCTB — 4)
Kommenrapum: ¢ coomsemcmeuu ¢ npuxazom Munzopascoypaszsumusi PO Ne 185 om
22.03.2006 200a «O maccogom 00CI€008AHUU  HOBOPOICOEHHBIX Oemel  Ha
HacnreocmeenHvle 3abonesanusny, 6 Poccutickoi @edepayuu mMaccogvlll HeOHAMANbHbI
CKpUHUHZ HA 2alaKmosemMuio npogoosim Ha 4-e CYMKU JHCU3HU OOHOULEHHBIM
HOBOPOJICOCHHLIM U HA 7-e CYMKU JHCUSHU - HeOOHOuleHHvim Oemsam. Obpazey Kpoeu
(HeckonbKko — Kanenvb) Oepym U3 NAMKU ~ HOBOPONCOEHHO20 HA  CNEYUATbHbLI
GunvmposanvHwlli Oaauk (kapmouxa-guremp kapma Whatman FTA Card ons xpanenus u
mpancnopmuposku ouonocuveckoeo mamepuanra P3H 2016/4591 om 12 aseycma 2016
2o00a). Ilpu nomowu gryopecyeHmno2o mMemooa 8 NAMHAX 8blCYULEHHOU KPOBU NPOBOOS
onpeoeyieHue YpOo8Hs MOMANbHOU 2ANAKMO3bl, KOMOPbl npeocmasiiem coOou Cymmy
KOHYeHmpayuu  2aiakmosvl U  2anakmoso-I1-gocgpama). Oyenxka pesyrbmamos

HeoHamanvHo2o ckpurnutea Ha I'AJI npedcmasnenvt 8 [punoscenuu I'1.

15



Pexomenayercss nmnpoBeieHue moATBepxkAaromied auarHoctuku ['AJl - komrmekca
WCCIICIOBAaHUM JJIsI TUarHOCTUKU TATaKTO3EMHH - BCEM IMAalMEHTaM MpPHU BBISBICHUU
YPOBHS TOTaJIbHOM rajakTO3bl BBIIIE YPOBHS 0Tpe3HOM ToukH (cut-off). [8,9,10,11,27, 28].
YpoBensb yoenuTeabHOCTH pekoMeH1anuii - C (YypoBeHb J0CTOBEPHOCTH
J0Ka3aTebCTB — 4)

KommenTapmuii: IloarBepkparomass JMAarHOCTMKA Ha IIEPBOM  3Tale  BKIKOYAET
onpeneneHue aktuBHoctu (epmenta ['AJIT [8,9,10,11,27, 28]. Ompesnvie mouxu npu
onpeoeiieHuU YPO8Hs MOMAIbHOL 2al1AKMO3bl 8 pA3HLIX cmpanax eapvupyrom om 7 — 20
me/on. B P® nem Ooxkymenmma, pecramenmupyrowe20 Kpumuyeckue 3HAYeHUs Mmoo
noxazamens. Kasxcoas nabopamopus 001CHA YCMAHOBUMb CBOU COOCMBEHHbIU paboyuil
Ouanaszon U Nopo2osvilti yposeHb 5mo2o nokaszamens. Onpedenenue aKMUSHOCMU
Gpepmenma I'AJIT npogooumcs 6 3pumpoyumax, NOIY4eHHuIX U3 2eNapUHUIUPOBAHHOU
YenbHOU KPOBU WU 8 NAMHAX 8blCyueHHoU kposu. Y nayuenmos ¢ I'AJI I, komopwim 6b110
npogedeHo nepenusauue spumpoyumaptou maccol, akmugnocmv I'AJIT coxpausemcs
meuenue 4 Mmecayes  nocie  nepeiuBaHus,  4mo  AGNAEmMcs  NPUHUHOU
JIOHCHOOMPUYamenbublx pe3yivmamos. Pegpepencuvie 3nauenus onpedensiomcs Habopom
npoussooumens [27].

Depmenm I'AJIT cmabunen 6 yenvHou Kposu, xpanawerics 6 xonoounviuke (+4 ° C) uiu
npu KOMHAMHOU memnepamype 6 medenue 2 Heoelb;, 00HAKO CYUecmeayiom onpeoeneHHble
HYKIeOmUOHble 8apuanmol, 8 mom yucie u eapuanm [lyapme (p.N314D), npu nanuuuu
Komopwix obpaszyemcsi 6osiee mepmonadbunvhviti 00K No CPAGHEHUIO C HOPMOU, 4mo
MOdHCem npu8oOUMsb K JIOHCHONOJOHCUMENbHBIM pe3yibmamam mecmuposanus [28].
Cruorcenue akmusnocmu I'AJIT na <10% om nopmwl 00b1uHO A6715€MCA OUACHOCMUYECKUM
npusHaxkom kuaccuyeckou eanakmosemuu (Ilpunoswcenue I'1). Axmuenocmo ['AJIT
nayuenmos c eanakmosemuetl /[yapme (G/D) cocmasnsem npumepro 25% om konmpos,
8 MO 8peMs KaKk akmugHocms 2emeposuzom 0 kiaccuueckou I'AJI (G/N), comozueom no
sapuaumy Jyapme (D2/D2) unu I'AJI ¢ eapuanmom LA (D1/G) cocmaeénsem npumepho
50% om nopmanvHoti akmusnocmu. I'emeposucomor no annenro /Jyapme (D2) obviuno
oonaoarom 75% HopmanbHOU ¢hepmenmamueHol aKmueHOCmMU U He 6ce20d MO2ym
OMIAUYAMBCS OM HOPMATIbHBIX KOHMPOJIeU UIU HOcumenel UCKIIOYUMENbHO HA OCHOBe
akmusHocmu gepmenma. Hocumenu eapuanma Jloc-Anoowcenec, LA (D1) obraoarom

pepmenmamuHol akMuU8HOCMbIO OM HOPMANLHOU 00 C8EPXHOPMANLHOU.
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s onpedenenus axmuenocmu Gepmenmos [AJIK u ['AJID Ouacnocmuyeckue
mecmcucmemMvl He  3apecUCPUPOBAMbl, UX UBMEPEHUe BO3MONCHO 6 VCI0BUAX
HAYYHOOUACHOCIUYECKUX 1A00pamopuil.

B cnyuae KDCZZZHe BbICOKUX 3HAYCHUU 2ANAKMO3bl- HE Cﬂedyem 0024CUOAMbCs penmecma uiu

nodmeepofcdaiomeﬁ OUACHOCMUKU U cpasy OmMmMeEHUNtb MOJIOYHblE I’ZDOOVKI’}’Zbl (CM. pa3()eﬂ

«Jleuenuey)

Pexomenayercs MPOBEICHUE MOATBEPKIAOIIEH JAHK-nuarnoctuku
(MOJNEKyNIPHOTEHETUYECKOTO  HMCCIEAOBAaHUsA) BCEM IMalMEHTaM CO CHIKEHHOM
aKTUBHOCTBIO ()ePMEHTA W/WIIH C BHICOKUM YPOBHEM TalaKTO3bl C LENbI0 MOJEKYISPHO-
TEHETUYECKOTO OATBEpKAeHus quarHo3a ['AJI [7, 15].

YpoBenb yoeaurebHOCTH pekoMeHAanuii - C (YpoOBeHb 10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KommenTapmii: /loomsepoicoarowas J[HK-0ouaenocmuxa xnaccuuecxou I'AJl exnrouaem
06a smana: 1) ckpunune Ha Haubonee yacmoie mymayuu 8 2ene GALT u eapuanm /{yapme;
2) NOMHBIL aHATU3 2eHA MEemOoOOM NPAMO20 ABMOMAMUYECKO20 CEKGEHUPOBAHUs Ol
gvisgnenus Oonee peoxux mymayui. Ha nepsom smane Haubonee yenrecoobpasHo
nposedenue noucka cireoyrouux mymayuil 6 cene GALT: p.GInl88Arg, p.Lys285Asn,
1VS3-2a->c, p.Metl42Lys, p.Leu358Pro, cocmasnaiowue 6 cosoxynnocmu 82,1%
MYymMaHmuulx anneneu 6 poccutickou nonyaayuu, u p.Asn314Asp (N314D, eapuanm
Iyapme). Aneopumm ouacnocmuxu I'AJI I npedcmaenen 6 Ilpunoscenuu I 1.

Ipu nanuuuu y pebenxa kaunuveckux nposeieruti I'AJI I ¢ 8vicokum yposHem 2aiaxkmo3svl
8 Kposu U HopMalbHou akmugHocmoio pepmenma I'AJIT nposooumcs nouck mymayuii 8
eene GALE, kooupytowem gpepmenm ypuournougocgam-eanakmoszo-4-snumepasy

(I'AJI3), ona ucknouenus eanakmoszemuu 111 muna u cena GALK, ons uckniouenus I'AJI

11

Pexomenayercsi BceM TMalMEeHTaM C TOJO3PEHHMEM Ha TajlakTO3eMHI0O M B IIpoliecce
JUHAMHYECKOTO HAONIOICHUS TMPOBOJIUTh OOHMH (KIMHHYECKUN) aHalIu3 KpPOBHU
pasBepuyThIii [1, 7, 31, 32, 33].

YpoBenb yoeaureabHOCTH pekoMeHAanuii - C (YpoBeHb 10CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)
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KommenTapuu: necmomps wna omcymcmeue cneyuguueckux uzmenenutl, Oowuil
(KIUHUYeCKUll) aHanu3 Kposu pa3eepHymulil NPO8OOUMCs NAYUEHMAM C 2alaKmosemuel
npu OuazHocmuke U 6 npoyecce OUHAMUYECKO20 HADNI00eHUs 8 C6A3U C NOBbIUEHHOU
4acmomotul UHQeKYUOHHbIX 0CrodCHeHUl. dacmoma KoHmpoasa 6 OUHAMUKe Onpeoensemcs

UHOUBUOYANILHO, He pedice | paza 6 200.

Pexomenayercss BceM [MalUeHTaM C  KIMHUYECKOM KapTHMHOM  TajJaKTO3eMUU
rccaea0BaHue o0IIero, OMoXuMuIeckoro anaim3a Moun (OOmuil (KIMHUYSCKUN) aHAIU3 MOYH ),
(MccnenoBanue ypoBHs Kaiblusg B Moue, MccnemoBanue ypoBHS HaTpusi B MOYE IIUTPATOB,
OKcaJlaTOB B Moue), a Takke OmnpeneneHue KOHUEHTpaluu BOJOPOAHBIX MOHOB (pH) mouw,
yaenpHOoro Beca Mouu (MccrnenoBanue wmoum MeronoMm 3umHuukoro (Coop moum ans
naboparopHoro uccienoanus, Onpenenenue odbema moum, OmpeneneHue yaeIbHOIO Beca
(OTHOCUTENHHOU TUIOTHOCTH) MOYH)) C LENbI0 OLEHKU (PYHKIIMOHAIBHOTO COCTOSIHUS TOYEK U
OLIEHKU PUCKa/CBOEBPEMEHHOM JUAarHOCTHKH (popMupoBaHus KoHkpemeHnTos [30, 31, 48].

YpoBenb yoeaurebHOCTH pekoMeHAanuii - C (YpoBeHb 10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4)

KommenTapum: y psaoa nayuenmos, nonyuarowux ouemomepanuio CMecamu Ha OCHO8e
cou, Habnooaemcs Hapyuwienue padomvl NOYEK, NOBbIULEHUE COOEPAHCAHU COTell

oKcaiamoe 6 moue.

Pexomenayercsi BceM MalMeHTaM C KIMHUYECKUMH mposiBneHusMu ['AJl qis oueHkun
(YHKIITMOHATIBHOTO COCTOSHUSI BHYTPEHHUX OPTaHOB M HYTPUTUBHOTO CTaTyca MalueHTa
aHaJIN3 KPOBH OMOXUMUYECKUN OOIIETepareBTHUYECKUI MTPU IEPBUYHON JTMATHOCTHKE U B
rpolecce TMHaMUYeckoro Ha0moaeHus [6, 7, 15, 29-35].

YpoBens yoenurteabHocTH pekoMeHaanuii - C (YpoBeHb 10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

KommenTapum: B neobxooumvie nokasamenu OUOXUMUYECKO20 AHAIU3A KPOBU 8XOOSM.:
TJII0K03a, 001IHi 6enok, 6enKoBbIe (ppakiuy (Mcciae10BaHie YPOBHS ajlbOyMHHA B KPOBH,
onpeereHue arbOyMUH/TI00YIMHOBOTO OTHOIICHHS ), OOIIHI, CBOOOHBIN 1

CBSI3aHHBIN oumpyOuH B KpOBH, LIeJI0YHAas docdarasza, ramma-
[IIyTaMUJITPAHCIIENITHAA3a, KpeaTUHUH, MOYeBHHA, ajaHMHaMHHOTpaHchepaza (AJIT),
acnaptaramuHoTpanchepaza (ACT), kampruit oOmMMIA W HMOHWU3MPOBAHHBIN, HATPHUH,

Kanui, Heopranudeckuii pocdop, xxene3o u GpeppuTHH.
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B cea3u ¢ mem, umo npu nopasjxcenuu nedeHu Hapyuaemcs 0oMeH aunuoo8 npo8oosmcs
Makaice Uccie008aHus yposHell Xoiecmepund, mpueiuyepuoos, Iunonpomeudos HuU3Koul u

8bICOKOU NIOMHOCMU (UCCTIe008aHUe YPOBHS TUNONPOMeUHo8 6 kposu) [50].

Pexomenayercsi KOHTPOJb KOAryjaorpaMmbl (OpPUEHTUPOBOYHOIO MCCIEIOBAHUE CHUCTEMBI
reMocra3za) IMaluMeHTaM ¢ KIMHWUYecKUMU mnposiBieHusmu ['AJl  mis  oneHku
(YHKIIMOHAJILHOTO COCTOSIHHSI TICUCHH U CBEPTHIBAIOIIEH CHUCTEMBI KpoBH [6, 15, 29].
YpoBenb yoeauTeabHOCTH pekoMeHnaanuii - C (ypoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5)

Kommentapuu: Heobxooumvie nokazamenu  xoaeynoepammvl. AYTB, MHO,

npompoMoOUHo8oe 8pems, hubpuHO2eH.

PeKOMeHIIyeTCH OIIpCACIICHUC C—peaKTI/IBHOFO Oenka B CbIBOPOTKE KPOBH, IIPOKAJIBIIUTOHMWHA,
KHCJIOTHO-OCHOBHOIO COCTOIHHMA MW Ta30B KpOBU IMAalUCHTAM C KIMHUYCCKHUMU

nposiBieHusiMu ['AJI ¢ 1enpI0 TUarHOCTUKUA CENITUYECKUX COCTOSTHUI

[39, 40, 41].

YpoBenb yoeaurebHOCTH pekoMeHAanuii - C (YpOBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

Kommenrtapuu: cencuc, ooycnosnennsiii E.coli saensiemcsi 0OHUM U3 4aCMbIX U CEPbE3HbIX

OCJIOJNCHEHULL npu cajiaKkmosemuu.

Pexomenayercss  manueHTaM ¢ KIMHMYECKOM — KapTMHOW  TaJlaKTO3€MUU  JUIS
muddepennmnansHoii nuarnoctuku ['AJl onpenenenne akTHBHOCTH ajibda- | aHTUTpUIICHHA
B KpOBHU JIJIs1 UCKJTIOUEHUs Aeduiinta anbda- | -aHTUTpUTICHHA; U alib(adeTonpoTenHa 1Jis
HCKJIFOYECHHS 3a00JIEBAHUM, COTIPOBOXKIAIONTUXCS MPOoHdepareil KeTIHbIX TPOTOKOB;
MPOBEACHUE TAaHJIEMHON MAacC-CIIEKTPOMETPUU ISl MCKIIIOUEHMs] HapylIeHW oOMeHa
AMUHOKHCIIOT, OPTraHMYeCKUX KHCIOT W HapylleHUH [B-OKUCIEHHS >XUPHBIX KHUCIOT;
aMMHaKa B TuTa3Me KpOBH JIsl UCKITIOUEHHWS HapyIISHUH IUKJIa MOYeBUHEI [2, 41, 42, 51].
YpoBenb yoeaureabHoCTH pekoMeHAanuii - C (YpoBeHb 10CTOBEPHOCTH
J0Ka3aTeNbCTB — 4)
KommenTapuu: «x  3abonesanusm, ¢  KOMOpviMU — HEOOXOOUMO  NPOBOOUMb

oughghepenyuanvHyr0 OUaACHOCMUKY OMHOCAMCSL:
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- oepuyum anva-1-aumumpuncuna (018 UCKIIOYEHUs onpedersemcs anvbpa-
lanmumpuncun 6 Kposu)

- 3a601€8aHUA U3 SPYNNbI HAPYUWEHU YUKIA MOYEBUHbL, YUMPYIUHeMUU 2 muna u
HapyuleHus 6-0KUCIEeHUSL HCUPHBIX KUCIOM U Op. (OJis1 UCKTIOUEeHUs ONpeOeisiemcst CHeKmp
AMUHOKUCIIOM U AYUIKAPHUMUHO8, A4 MAKdce YPOosHA ammuaxa 6 Kposu).Credyem c
OCMOPOACHOCIBIO OMHOCUMCS K UHMEPNPEMAayull pe3yibmamos aHaiu3a aMuHOKUCION,
NOCKONILKY NOBblULEHUE YPOBHS Qenunananuna, MmuposuHa U MemUOHUHA HACHO
HaO00aemcs npu 3a001e8aAHUAX, CONPOBONCOAIOUSUXCIL MANACENLIM NOPAIHCEHUEM NEeUEHU.
- mupo3zuremusi mun 1 (0151 UCKIOUEHUS ONPEeOeNsiemcs CYKYUHUTL AYenoH 8 KPOosu
u/unu mode)

- BDOJCOEHHbIe HAPYUIEHUSI CUHMe3d  JCeNYHbIX KUCIom (07  UCKIIOYeHUs
onpeoensemcs CNeKmp JHCelyHbIX KUCIOM 8 Moye)

- MUMOXOHOPUATIbHbIE — 2enamonamuu (071 UCKIIOUeHUsT  Onpeoensemcs
KUCTIOMHOOCHOBHOE COCMOAHUE, YPOBEHb IAKMAmMa 8 Kposu)

- NEpOKCUCOMHble — Oone3nu (0711 UCKIIOYeHUs  ONpeoensiomcss — O4eHb
OJIUHHOYENOUeuHble JHCUPHbLE KUCTIOMbL 8 KDOBUL)

- TORCH ungexyuu u eupychvie eenamumvl (051 UCKIIOUEHU NPOBOOUMCSL
oocnedosanue na TORCH ungexyuu u mapkepvl 6UpyCHbIX 2enamumos)

- NOPOKU  U/UTU  AHOMATUU PA3BUMUSL  JCETUYHOU cucmembvl (0151 UCKTIOHYEeHUs.
nposooumcs Y3HU sicenunozo ny3vipsa namowax u Opyeux opeaHos OpowHoL noJ10Cmu)

- BDOJHCOEHHbIE AHOMANUU NOPMATLHOU cucmembvl (011 UCKTIOYEHUs NPOBOOUMCS

ooniepozpaghusi NOpmMaibHOU cucmemol)

Hacneocmeaenuvie 3a001e8anUsl, NPOAGIAIOUUECS XONeCMA30M (0151 UCKTIOYEHUS
nPOBOOSIM  MONCKYNIAPHO-2CHEMUYECKOe UCCIe008AHUEe NO  2CHEMUYEeCKUM NAHeNsM).
Buibop uccnedosanuii u  ux obvem onpedensiemcs KIUHUYECKOU cumyayuel 6

UHOUBUOYATILHOM NOpsiOKe.

2.4 UucTpyMeHTAJbHbIE THATHOCTHYECKHE HCCIST0BAHUSA

Pexomenayercs mpoBeieHUE YIbTPa3BYKOBOE HCCIIEIOBaHHE OPraHOB OpPIOIIHOW IMOJIOCTH
(KOMIUIEKCHOE), YJIBTPa3BYKOBOE HCCJIEIOBAaHWE TII0Y€K M HAANOYEYHHKOB BCEM
NaleHTaM ¢ KIuHuYecKkuMH npuszHakamu ['AJl unu ¢ yctaHoBieHHBIM auaraozom ['AJI

IIpru MaCCOBOM CKPHUHUHIC IS BBIABJIICHUS I'€lIAaTO-, CINICHO- U He(prMeFaJ'II/II/I, acaura

20



[1,2,15].

YpoBenb yoeauTebHOCTH pekoMeHaanuii - C (YpoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KomMmeHnTapuu: o0nsa oyenmku Kpo8Omoxa 6 pamkax YIbmpa38yKo8020 UCCIe008aAHUS
npPOBOOSIMCS makdice OONnaepopagusi cocyoos neuenu, ceinezenku, nouex (yniexcroe
CKaHuposauue cocyo0os nevenu, JlynieKcHoe CKaHUposauue cocy008 Cele3eHKlU,
Jlynnexkcnoe ckanupoganue HudiCHel NONOU U NOYEYHBIX 6eH, /[YNlieKCHOe CKaHUpo8auue

apmeputil noyex)

Pexomenayetcsi npoBeneHrne OPTATBEMOCKONHNH C HCIIOIH30BAHUEM IIEJICBOW JIAMITBI BCEM
MAIMEeHTaM C YCTaHOBJICHHBIM quarHo30M ['AJI 1yist BBIABICHHUS KaTapaKThl W/WIH APYron
MaTOJIOTHUU 3pUTENBHOrO aHanuzaTopa [1,2].

YpoBenb yoeaurebHOCTH pekoMeHAanuii - C (YpoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KommenTapuu: Kamapakma nossnsiemcs y nayueHmos, e noayuaouux Ouemomepaniro
8 nepevle Hedeau JHCU3HU, KAK NPABUNO, OHA Modicem Obimb 0OHAPYI’CeHA MObKO npu
ocmompe ¢ NOMOUWbIo LL{@JZQSOZZ Jamnal.

2.5 MHuble THATHOCTHYECKHE HCCAET0BAHUSA

PexoMenayercst KOHCYJIBTAIMS Bpaya- FreHETUKA (IEPBUYHBIC U MTOBTOPHBIC 11O MTOKA3aHHSIM)
MaIMeHTaM C YCTaHOBJIEHHBIM nuarHo3oM ['AJl ¢ 1enbio KOHCYJIbTHpOBaHUS (cOOp
aHaMHEe3a M JKaJo0; COCTaBJICHHUE pPOJOCIOBHOM, BH3YyallbHOEC HCCJICIOBAaHUE C
MPOBEJICHUEM aHTPOIIOMETPUH: HW3MEPEHHE poCTa, Beca, OKPY)KHOCTH TOJIOBBI),
Ha3HAYEHUS U KOPPEKIMH TUSTOTEPAIINH, OCYIIECTBICHUS KOHTPOJIS 32 aJIeKBAaTHOCTHIO €€
BbINIOJIHEHUS [15].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii - C (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KoMMeHTapuM: KOHCYIbMAyusi NO  60NPOCAM  NUMAHUSL  NPOBOOUMCSL  BPAYOM-
OUEmon020M npu OOCMYNHOCMU OAHHO20 cheyuanucma. Taxace 8 ciyuasx KIUHUYECKUX u
N1aOOPAMOPHbIX  OAHHBIX, YKAZLIGAIOWUX HA 3a001e6aHue U/Uiu nocie NoayYeHus
Pe3YIbmamos Macco8020 CKpUHUH2A, CEUOEMENbCMEYIOWUX O 2AIaKMO3eMUL, HAZHAYUMb
Oouemomepanuio 00HCEH BPAY-HEOHAMONI02 Ul 8pad-neouamp/spad ooujeti npaxKmuKu

(cemetinblii 6pau).
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PexoMeHnayeTcsi KOHCyNnbTalUsl Bpauda-oTasbMoiiora, (MEpBHYHBIE M IOBTOPHBIE II0
[IOKA3aHUSAM) TalMeHTaM C YCTaHOBJIEHHbIM JuarHozoM ['AJl um npu Hanuuum
KJIMHUYECKMX CHUMITOMOB, yKasbiBaromux Ha ['AJl, ¢ menbro BBISIBIECHHS HapylIEHUMN
3pEHUS U BBISIBJICHUS KaTapakThl [7].

YpoBeHnnb yoenuteabHocTH pekoMenaanuii - C (YpoBeHb 10CTOBEPHOCTH

A0Ka3aTeJlbCTB — 5)

Pexomenayercst KOHCY/IbTaLMsI Bpauya-HEBPOJIOra, (IEpBUYHBIE ¥ TIOBTOPHBIE 10 IOKA3aHUSIM )
C LeNbI0O BBIIBICHUS HapylleHUs (YHKIUHA HEPBHOM CHUCTEMBl MAIMEHTaM C
YCTaHOBJIIEHHBIM JauarHo3oM ['AJl u 1npu HaIMYMKA KIMHWUYECKUX CHUMITOMOB,
ykasbiBarolux Ha ['AJI, a Takyke KOppeKLUUU U KOHTPOJIs Tepamuu [7].

Yposens yoenureabHOCTH pekoMeHaanuii - C (YypoBeHb JOCTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Pexomenayercsi KOHCyNbTallMsl Bpada-lieguaTpa/Bpadya-TepaneBTa/Bpada oOLIeH NpPaKTHKU
(cemeitHoro Bpaya) (IMEpBUYHBIE W TMOBTOPHBIC MO TMOKa3aHUsM) naunuentam ¢ ['AJl, c
I[EbI0 OICHKH OOINEro COCTOSHUS, HYTPUTHBHOTO CTaTyca M JIMArHOCTUKH/TEpAITuu
OCIIO)KHEHUH, B T.4. MH(PEKIIMOHHBIX, MAIUEHTaM C YCTaHOBJIICHHBIM auarHo3om ['AJl u
MIpY HAJIMYMU KIIMHUYECKUX CUMIITOMOB, yKa3biBatomux Ha ['AJI [15].

YpoBenb yoeauTebHOCTH pekoMeHaanuii - C (YypoBeHb 10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

PexoMenayeTcsi KOHCYJIbTAIlMsl Bpada-racTpodHTEpoJiora (TEpBUYHBIE W TOBTOPHBIE IO
MOKa3aHUsIM) TAlMEHTaM C YCTaHOBJIEHHBIM juarHo3oMm ['AJl u mpu Hanuuuu
KIIMHUYECKUX CHUMIITOMOB, yKa3biBalommXx Ha ['AJl, ¢ 1enbi0 BBISBICHUS HapyIICHUS
GyHKIUH JKeTyJOYHO-KUILIEYHOTO TpakTa [43, 44].

YpoBenb yoeauTeabHOCTH pekoMeHnaanuii - C (ypoBeHb 10CTOBEPHOCTH

A0KA3aTeJIbCTB — 4)

PeKOMeHIIOBaHa KOHCYJIbTallUd Bpadya - JUCTOJIOra (HepBI/I‘-IHBIe U TIOBTOPHBIC 11O
HOKaSaHI/ISIM) manueHTaM C YCTAHOBJICHHBIM JUAarHO30M I'AJl umm ¢ KIMHAYECKHMU

npusHakamu ['AJ] nis Ha3HAUYeHMA U KOppeKuuu auerorepanuu [15, 29].
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YpoBenb yoeauTebHOCTH pekoMeHaanuii - C (YpoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapuu: 6 ciyuae omcymcemeus epaua-ouemonoza, modxcem Oblmb Npoedend
KOHCYIbmayusi 8pava-zeHemuxa. Taxoce 8 cayuasax KIUHUYECKUX U JAAOOPAMOPHLIX
OGHHbIX, YKA3bIBAIOWUX HA 3A001e8aHUe U/UIU NOCTe NOTYYEeHUS Pe3VIbmMamos Macco8020
CKpUHUH2A, C8UOEMENbCMBYIOWUX O 2ANAKMO3ZEMUU, HASHAYUMb OUEMOMEPAnuio 00HCEH

8PAY-HEOHAMO02 UU 8pay-neouamp.

PexoMeHnayercsi ydyacTHe B JHAarHOCTHKE W BEICHHHM NAIMEHTOB C TaJlaKTO3eMHUEH
MYJIbTHIUCIMILTAHAPHON KOMaH/IbI CIICIIUAIUCTOB B CBSI3U C HAJTMYUEM Pa3HOOOpA3HBIX
KJIMHUYECKUX MPOSIBJICHUN rajakto3eMu [45].

YpoBensb yoenuTeabHOCTH pekoMeHaanuii - C (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeIbCTB — 4)

KommenTapuu: mozym Obimb Heo0xX00UMbl KOHCYbmayus/eedenue
8pauaneqhponoea/8paua-yponoca/8paia-yponoca-aHoponoca 0emcKko2o npu oopazo8aHuu
OKCANIAMHBIX MOYEBbIX KOHKDEMEHMO8 C UYelblo mepanuu OaHHO20 COCMOsHUSL,
BPAYAUHPDEKYUOHUCIA, BPAYA-AHECTNE3UON02A-PeAHUMAMON02d, BPAYA- KIUHUYECKO20
Gapmakonoea npu HAIYMUU UHQDEKYUOHHLIX, 6 M.4., CENMUUECKUX OCLONCHEHU,
8PAUAIHOOKPUHOII02A/8pAUA-0eMCKO20 IHOOKPUHOI024/8DAYA-AKYULEPA-2UHEKON02d NPU
Hapyueruu @QYHKYUOHUPOBAHUSL HCEHCKOU PenpOOYKMUBHOU CUCMEMbL, MeOUYUHCKO2O0
ncuxonoea, 1020neod u Op. 8 3a8UCUMOCMU O KITUHUYECKOU CUMYayull.

2.6 luddepeHumnanbHasi AUATHOCTHKA

PexomenaoBano rmanueHTaM ¢ KIMHHUYeCcKUMH —cumnToMamu ['AJl  mpoBeneHwue
muddepeHIManbHOW ~ JUArHOCTUKM ¢ 3a00NeBaHUSMHU, HMMEIOIMIMMU  CXOXYIO
CUMITOMATUKY C II€JBI0 YCTAHOBJICHHS JIMAarHO3a W HA3HAYCHHS COOTBETCTBYIOIICH
Tepanuu [41].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii - C (ypoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)
Kommenrtapuu: /Juggepenyuanvuasn ouacnocmuxa nposooumcs c:
O 0ONe3HAMU, CONPOBONHCOAIOWUMUCS XOAECMA30M U/UNU  VEeTUudeHuem nedenu
(ecenamum, CUHOPOM ANadcuiib, Npocpeccupyiouull cemelinblil GHYmMpUneyeHOYHbI

xonecmas 4-x munos, HeOHamanbHwlil cemoxpomamaos, HapyweHusd UYukia
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MOYEBUHDI,  MUMOXOHOPUATbHbIE —2eNamonamuy, HeOHamaibHas ONYAHKA,

8POJHCOEHHbIe HAPYWIEHUs 2IUKOZUIUPOBAHUs, Oeduyum ol— anmumpuncuua,

mupozunemus mun I, oonezno Humana-Iluxa mun C, 6o1e31b10

Bonvmana, oegpuyumom yumpuna, neueHOYHas 2eMaHeU0IHOOMeNUoOMAa u op.); o

BDONCOCHHBIMU — NOPOKAMU u AHOMATUAMU  JHCENYe8bI800AUL el
cucmemul

(bunuapnas ampesus, KUCMAa Xoaedoxa u 0p) O 6PONCOCHHbIMU AHOMAIUIMU

NOPMANLHOU cUCmeMbl (OMKPLIMbll apanyues NpomoK, NOPMOKABATbHIL WYHIN -

MedHcOoy 8OPOMHOU GeHOU U HUNCHEU NOJIOU 8EHOU, SUNONIA3UL 6HYMPUNEYeHOYHOU

NOpMAnbHOU 8eHbl)

O MPAH3UMOPHOU 2unepeailaKkmoszemuell, Komopas ommedaemcss Npu Nno30HeMm
3aKpvlmuu 6eHo3Ho2o0 npomoxa (Ductus venosus) u ucuezaem 8 meuenue 2-3-5
mecayes nocie e20 3aKpblmus, d Mmakdice y 2emeposucoOmHvlx Hocumeneu

madicoprvix mymayuti 6 2enax GALT u GALE.

3. JleueHue, BKJIIOYAsi MeIUKAMEHTO3HYI0O U HeMeIMKAMEHTO3HYI0 TePAIuH,
AMETOTEpPanuIo, 00e300,1uBaHNe, MeAMIUHCKUE IOKA3AHUS H

NMPOTUBONOKA3aHUHA K IPUMECHCHHUIO METO/10B JICHCHUSA

3.1 KoncepBaTuBHOe JieueHH e

PeKOMeHIlyeTCH IIpu IMMOAO3PCHUHN HA 'AJl Yy MJIaACHIa HAa OCHOBAHUHN KIIMHUYECKOU KapTUHBL
WJIK JaHHBIX HCOHATAJILHOI'0O CKPpUHHWHIa HEMEIJICHHO HepeﬁTH Ha JUCTY C UCKIITFOYCHUCM

rajlakTo3bl M TaKTO3bI (HampuMep, Ha OCHOBE COU, THUAPOJIN3aTa Ka3enHa

WJIU 3JIEMEHTAPHON CMECH), HE JI0KUIASICh MOITBEPAKACHUS AUArHo3a C LEIbI0 CHIXKEHUS
o0Opa3oBaHMs TOKCHYECKUX MeTabouTos [1, 7, 13].

YpoBenb yoeaureabHoCTH pekoMeHAanuii - C (YpoBeHb 10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTtapuu: llpunooscenue A3.1 — nepeuenv 0e31akmo3HbIX cmecell, BKIHOUEHHbIX 8
Pacnopsiocenue Ilpasumenvcmea P® om 7 dexabps 2020 2. Ne 3242-p « 06 ymeepaicoeHuu

nepeyHs Cneyualu3upoOBaAHHbIX NPOOYKMOE 1eueOH020 NUMAHUSL 0 Oemell-UHBAIUO08 HA

2021 2».
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PexoMeHayeTcsl SIMMUHAIIMOHHAS JHETa, MTPEIyCMaTPUBAIOIIAs TOKU3HEHHOE HCKITIOYCHUE
13 pallioHa MPOJTYKTOB U JICKAPCTBEHHBIX MPENApaTOB, COACPKAIIUX TAIAKTO3Y U JIAKTO3Y,
BCEM MallMEHTaM C MOATBEPKJEeHHbIM nuarHo3oMm kiaccuueckas 'AJI I u 'AJI 1T Bcex
BO3PACTOB, C IIEJIbI0 CHUKEHUST 00pa30BaHMUs TOKCUYHBIX MeTa0boauToB [ 1,13, 46].
YpoBeHb yoenuTeabHOCTH pexoMeHnaanuii - C (YpoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KoMmMeHTapuu: #eo6xo00umo noiHoCmuio UCKIIOYUMb U3 PAYUOHA NAYUeHmA 10001 810
MOJIOKA (8 MOM HUCTIe JHCEHCKOe, KOPOBbe, KO3be, 0emcKue MOIoUHble cMecU U Op.) U éce
MOJNOUHble U KUCTIOMONOUHble NPOOYKMblL, 8 COCMA8 KOMOPLIX 6X00Um MOJOKO (Xieo,
8bINEUKd, COCUCKU, KONOACHl, Kapamenb, C1adoCmu, Mapeapunvl u m.n.). 3anpewaemcs
MaKoice UCNOIb308aHUE HUSKOIAKMOZHBIX CMecell U MOJIOKA.

P50 npooyxmos pacmumenvrnozo npoucxoscoenus (60608vie, cosi (HO He U30JAM COe8020
benxa), Kakao, WoxKoiao, opexu, WNUHAM) COOEPICUM OIULOCAXAPUILL - 2ANAKMO3UObL
(pagdunosy,  cmaxuosy),  HCUBOMHO20  NPOUCXOJHCOeHUs  (CYONpOOYyKmul) -
2NIUKONPOMEUHDL, KOMOPble AGNAIOMCL NOMEHYUATbHBIMU UCHOYHUKAMU 2AIAKMO3bl (CM.
Ipunoscenue I5.), no3momy OHU UCKIIOYAIOMCA U3 NUMAHUSL NAYUEHMO8 OemcKo20
803pPACMA U 02PAHUYUBAIOMCSL 8 NUMAHUU 83POCTBIX NAYUCHMO8.

B nacmoswee epems Ouema c MakcumManibHO CMpoOSUM UCKTIIOYeHUeM 2alaKmo3bl/I1aKmMo3bl
— 9MO eOUHCMEEHHbINl CNOCOO COKpAMUMb HAKONJeHUe MOKCUYHO2O0 KOMNOHEHMA -
eanakmoso-1-gpocghama 6 mramAx nayueHma ¢ KIACCUYECKOU 2alaKmosemuell u
2ANAKMumona y nayueHmosg ¢ oeuyumom earaxmokunasvl. Ilpu neckom meuenuu
eanakmosemuy, 00ycrognenHou Oepuyumom V/[D-3, 803MOKHCHO UCNONb30BAHUE
HU3K02AIAKMO3HOU OUembl 8 COOMBEEMCMBUL ¢ OONYCMUMbBIMU KOJUYECMBEAMU 2ATIAKMO3bL
8 payuoHe noo0 KOHMpOJieM ee YPOGHsL 8 cblgopomie Kposu. Ilpu cocmasnenuu newebHbIX
PAayuoH08 OJisk NAYUEHMO8 C 2AAKMO3EMUE KOTUYECTNB0 OCHOBHBIX NUUYEBLIX BEUeCmE U
9Hepeuu  OO0NHCHO COOMBEMCMBOBAMb PEKOMEHOVEMbIM (PUIUONOSULECKUM HOPMAM
nompebnenus. B numanuu Oemeil nepeozo 200a HCU3HU MAMEPUHCKOE MOJOKO U/unu
oemcKue MONI0UYHble CMeCU O0NHCHbI OblMb 3AMEHeHbl A0ANMUPOSAHHBIMU NO COCMABY
oeznaxmosnvimu  popmynamu. [na neuenus nayuenmos c¢ I'AJl  ucnonvzyromes
CNeyuanu3UpoBanHvle  CMeCU  HA ~ OCHOBe  U30MAMA  COeB020  Oeika — uiu

6blCOK02u0p0ﬂu306aHHblx Mmonounvix benkos. Taxowe UCNONB3YIOMCA CMeCU Ha OCHoee
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CUHMEMUYeCKUX AMUHOKUCIOM U 0e31aKmo3Hbie Ka3eUHNPeOOMUHAHMHbIE MONOUHbIE
cmecu.

Pexomenoyemces newumo nayuenmos ¢ I'AJI I, 1I, ¢ nomowpto nodxcuzneHHol ouemvl ¢
02PaHUYeHUeM COO0ePHCaAHUs 2aNlaKMO3bl, KOMOpPAs UCKAYaem moabKo UCMOYHUKU
JIAKMO3bl U 2ANAKMO3bl U3 MOJIOYHBIX NPOOYKMOS, HO NO360JIslem NOYUAMb 2ANAKMO3) U3
HEeMOJOYHBIX UCOYHUKOB, KOMOPble CO0epAHCam MUHUMATbHOE KOIUYeCma80 2aiaKkmo3bl 8
payuone. B pamkax smoeo onpedenenus mvl npuHumaem, 4mo HeboIbuioe KOIUYeCcmeo
2a1aKMO3bl NPUCYMCINBYEM 8 ONPeOeNeHHbIX 3PeNblX Cblpax U Kazeunamax. B nacmoswee
epemsi Hem  OOCMAMOYHBLIX  OO0KA3AMEeNbCme,  NOOMBEPAHCOAIOWUX — KOHKPEMHYIO
803DACMHYI0 PEKOMEHOAYUI0 OMHOCUMENbHO KOIUYeCm8ad 2allaKmo3vl, pa3peuleHHo20 8
payuowne.

Ilepeuenv npodykmos, cooepaicawux 2anakmo3uosvl u bocamole 2IUKONPOMeUdamu — 8

Ipunoocenuu A3.2

PeKOMeHJIyeTCH HCIIOIL30BAaTh CMECH Ha OCHOBE H30JIATa coeBOoro Oeinka namuentam ¢ I'AJI

He

0e3 puCKa aJuUIepTUYECKUX PEaKIHii, B Ka4eCTBE JICYEOHOTO MPOAYKTA C LEIbI0 CHUKCHUS
o0pa3oBaHMs TOKCUYHBIX MeTabomuToB [ 1,3,4].

YpoBens yoennteabHocTH pekoMeHaanuii - C (YpoBeHb 10CTOBEPHOCTH
J0Ka3aTebCTB — 4)

KommenTapuu: npu ucnonvzosanuu coesvix cmecei 6 numaunuu 2pyouvix oOemel
B03MOJICHO NOAGIEHUE ANNEPSULECKUX PeaKyUll Ha OeNloK Cou.

B maxux cnyuasax yenecoobpaszno nasnayame cmecu Ha OCHOBE 8bICOKOLUOPOIUIOBAHHBIX
MONOUHBIX Oenkos. B 3asucumocmu om cocmosnus pebOeHKa 803MOJICHO COYEMAHHOe
npuUMeHeHue COe8ou CMeCu U CMeCU Ha OCHO8e 2UOPONU3AMA Kazeuna 8 coomuowenuu 1:1.
B cnyuae couemannoii annepeuu x coe u 6e1Ky Kopogbe2o MoI0Kd, PEKOMEHOOBAHO
npumeHenue — cmeceli  HA  OCHO8e  AMUHOKUCIOM.  Bo3mooicHo — npumeHneHue
KA3eUHNPeOOMUHAHMHBIX 6E31aKMO3HbIX MOJIOYHBIX CMeECEl.

PeKOMeHAYyeTCsl TPUMEHATh Oe3/IakTO3HbIE MOJIOYHBIE CMECH C IpeodiajaHueM
CBIBOPOTOUHBIX OenkoB (60% u Gonee) manmentam ¢ ['AJI, ¢ uenbio mpenoTBpalieHus

MOCTYIJICHUS TATAKTO3bI B opranusm [ 1,3,4].
YpoBenb yoeaureabHOCTH pekoMeHAanuii - C (YypoBeHb 10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 5)
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KOMMeHTapHH: YKA3aHHble cmecu mozcym coaepofcamb cneodosvle Koauuecmed

2A1aKmo3sbl.

Pexomenayercst cTporo 0e37makTO3HbIE MPOIYKTHI MPUKOPMA U MOXKU3HEHHAs Oe3/1aKTO3HAs
nuera nanueHtaMm ¢ kimaccuueckod I'AJI I, ¢ menbro mpenoTBpamieHuss NOCTYIICHUS
rajakto3sl B opranusm [ 1,3,4,13].

YpoBensb yoenuTeabHOCTH pekoMeH1anuii - C (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KomMmeHTapuu: nepswiii npuxopm 6600umcs 8 nepuod, Hauunas om 4 0o 6 mecsayes
JHCUZHU. B numarnuu ucnons3yromcesa moiabko 6e3mMonouHble npoOYKmbl U 011004 NPUKOPMA:
Oe3Mo0uHble KA, a makdice 08oujHoe, MACHOe U (pykmosoe niwope. Bce monounsvie
NPOOYKMbL, BKIIOUAsL YEbHOE KOpPOB8be MOJIOKO, KUCIOMOIOUHbIE NPOOYKMbl, ME0pPo2,
3anpewaiomces K ucnonvb3oeanuro y nayuenmos ¢ I'AJL

Buo nepeozo npuxopma onpeodensemcsa cocmosanuem xHcenyo00uHO-KUUEUHO20 MPAKma u
HYMPUMUBHBIM CIMAMYCOM pebeHKa. Imo modcem Obimb 080WHOE niope 0/l 0emcKo20o
numanus 6e3 000aeieHUst MOJIOKA (U He UMEeIUWUX 8 cocmage 60006bIX) Ul Oe3MoN0UHbIE
Kawiu Ha OCHO8e KYKYPY3HOU, PUCOBOU UNU 2PEYHEBOU MYKU, O/ pa36e0eHUsi KOMOpPbIX
HeobX00UMO UCHONb308aMb MY CHEYUATUSUPOBAHHYIO CMeCb, KOMOPYI0 HOAyYdem
pebenok. Msacnou npuxkopm 6600am 6 numaHue ¢ 6 mecayes. llpeumywecmso omoarom
CReyuanu3sUpoOBaAHHbIM OeMCKUM MACHbLIM KOHCEPB8AM NPOMBIUULIEHHO20 BbINYCKA, He
cooeparcayum MoI0Ka U e20 NPOU3BOOHBIX U CYONPOOYKMO8 (Ha OCHO8e MACA KPOJUKA,
yvinienka, unoeliku u op.) IlpumepHuvle cpoku 66edeHuss npukopma oemsam nepeozo 200a
arcusnu ¢ I'AJI npusedenwt 6 Ipunoscenuu I'4.

Y nayuenmos ¢ GD axmusnocmo I'AJIT cocmasnsem 15-25% om nopmanvrou u 06614HO
npomexaem Oeccumnmomuo. Mnaodenyvl ¢ GD, cobnooarouue 2anrakmo30cooeprcauyio
Oouemy (Hanpumep, epyoOHOe MOJOKO UNU OObIUHYIO CMECH), UMEIOM NOBbIUUEHHbLE YPOBHU
Gal-1-P 6 sapumpoyumax. Imu ouoxumuyecKue Hapyulenus HOpMaiu3yomcs Ha oueme ¢
O2paHudeHueM J1aKmo3vl, 0OHAKO 0adce Npu Heo2paHuyeHHOM NUMAHUU YPOGHU OObIYHO
HOPMANU3VIOMCS 8 meueHue nepeoeo 200a dcusnu. Hecmomps Hna Ouoxumuueckue
OMKJIOHEHUsl, NAYUEHMbl He NOoAyYasuiue dNUMUHAYUOHHYIO Ouemomepanuto ¢ GD- ne
NPOOEMOHCMPUPOBATU HeDIALONPUAMHBIX KIUHUYECKUX UCXO0008 80 8CeX UCCIe008AHUSIX,

NPOBEOEHHBIX HA Ce200HAWHUL OeHb. [locnedHue Kiunuyeckue pekomeHoayuu no 6e0eHuo
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He

nayuenmos ¢ I'AJI ne pexomenoyrom neuenue nayuenmos ¢ eapuanmom GD, oonaxo npu
nosA6NIeHUU KAUHUYECKUX CUMNMOMO8, YKA3bIBAIOWUX HA NOPAdCEeHUe NevyeHu uiu npu
8bICOKUX YPOBHSAX MOMANbHOU 2a1aKkmo3vl npesviuiarowue 20 me/% modxcrno paccmompens
80npoc 06 02panuyeHuU NOCMYNJIeHUs. TAKMO3bl C NUUeI].

IIpumepnvie cpoku 6sedeHusi U NPOOYKMbl NPUKOPMA NAYUEHMAM C 2alaKkmosemuell

npeocmasienul 8 IIpunoscenuu A3.3

peKoMeHayeTcsl ~ NPUMEHEHHUE  JIEKAPCTBEHHBIX  MPENaparoB,  COAEpPKaLIUX
JIAKTO3Yy/TalaKTO3y, a TaKK€ TOMEONAaTHYECKUX IpernapaToB, HACTOCK W CIIMPTOBBIX
JIEKApCTBEHHBIX (OPM TaIMeHTaM JI000To BO3pacTa, C IEIbI0 MPEJOTBPAIICHUS
HaKOIJICHUS TajlakKTO3bl U e MeTaboauToB [1,3,4].
YpoBenb yoeaurebHOCTH pekoMeHAanuii - C (YpOBeHb 10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)
KoMmMeHTapuu: naxmosa Hepeoko Ucnoib3yemcs 6 Kauecmee 6CHOMO2AmeNbHO20
sewecmea 6 2OMeONnamuyeckKux JNeKapCmeeHHbIX Cpeocmeax. ODMmaHonl mopmosum

MUMUHAYUIO 2AIAKMO3bl U3 NEeYEHU.

Pexomennyercs Biitouats B pairoH npu ['AJI I mo6oe konuuecTBo 1 BuA GpyKTOB, OBOIIEH,

0000BbIX, He(hepMEHTHPOBAHHBIX MPOAYKTOB HA OCHOBE COHU, 3PENBIX CHIPOB (C
cofiep>kanueM ranakto3bl <25 mr/100 r) u numeBsIx J00aBOK ¢ CoepKaHUeM Ka3zenHaTa
HaTpus WM kanbius [1,3,4,13].

YpoBenb yoeauTebHOCTH pekoMeHaanuii - C (YypoBeHb 10CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

KommenTapuu: xoms ece npodykmsi Ha ocHO8e (hepMeHmUupo8aHHOU COU COOepIHCam
Oonbule 2a1aKmo3svl, OHU MO2YM ObIMb PA3peuleHbl 8 HeOOILUUUX KOIULeC8ax, 8 pAyUoHe

y 0emeiti cmapuie 1 2ooa.

PeKOMeHIlyeTCH HAa3HA4YCHUC OUCTBI C OrpaHUYCHUCM rajakTO3bl/TIaKTO3bI nanueHram ¢

resepanusosanHoii gopmoii I'AJI III ¢ nenpo mNpenoTBpaliEeHUs IOCTYIUIEHUS
TQJIAKTO3bl B  OpraHM3M, 3a HCKIIOYCHUEM MAIHEHTOB ¢ IPOMEKYTOYHOH

(nodpoxauecTBeHHOi) popmoii 6ose3nn [20].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii - C (ypoBeHb 10CTOBEPHOCTH

A0KA3aTeJbCTB — 5)
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Kommenrtapuu: llayuenmam ¢ smoiui ¢popmoti I'AJI mpebytomes nocmynienue cied0o8bix
KOIUYeCme 2anaKmo3vl ¢ nuwjel. MIa0eHyes ciedyem KOPpMUms CMecvio (Hanpumep,
C0€BOll CMeChI0), KOMOopas co0eprHcUnm HeboIbUuI0e KOIULeCm80 2alaKmo3bl Ul IAKMO3bL.
B mo epemsa kax HeobXo0umo Ouemuueckoe 02paHuyeHue MOJOYHbIX NPOOYKMO8 C
BbICOKUM COOEPHCAHUEM 2ATIAKMO3bL, He Clledyem 02PaHUU8ams HeMOL0UHble UCTIOYHUKU
eanakmoswl (00008vle, Hekomopble GpyKkmuvl u osowu, cyonpooykmul). Pexomenoyemcs
NOCMOSIHHOE OUuemuyecKoe O02paHudenue MOJIOUYHbIX NPOOYKMOE Yy Oemetli Cmapuieo

eozpacma.

Pexomenayercsi uH(Y3MOHHAs Tepanus TMAlUEHTaM, HAXOIAIIUMCA B  COCTOSHUHU
METa0O0JIMYeCKOr0 KpHu3a, C IeJNbI0 KOPPEKIUH BOJHO-3JIEKTPOJUTHOTO OanaHca,
MO/IEpKAHUSI HOPMAJIBHOTO YPOBHS TJIFOKO3bI B KPOBH, JICUCHUSI TEMOCTA3UOJIOTMUECKUX
HapyLIeHU, BOCCTAaHOBJIEHUs PyHKLINN neueHu u noyek [1,3,4, 29].

YpoBenb yoeaurebHOCTH pekoMeHAanuii - C (YpoOBeHb 10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KommenTapuu: noxasanuem K uH@QY3UOHHOU mepanuu SAGNAOMCA  SUNOTUKEMUS],
2UN0BONIeMUsL, 2UNOKOA2YNIAYUS, 1aDOPAMOpHble NPUHAKU NEeYeHOYHOU U NOYeUHOU

Hedocmamowocmu, He0oCmamo4HoOCmb NUMAHUSL.

Pexomenayercst aHTHOaKkTepuanbHash Tepanmusi B COOTBETCTBUM C JaHHBIMU 11O
YYBCTBUTEIbHOCTU/PE3UCTEHTHOCTH  MHUKPOOPTaHU3MOB W/WJIM  YyBCTBUTEIBHOCTBHIO
BBIICJICHHOW MHKpO(IOphl NalMeHTaM, HMEIOIIUM oO4Yard HWHQPEKUUu C IENbIo
MIPEeIOTBPALLEHHS pacpoCTpaHeHus: MHGEKINUU U pa3BuTHs cerncuca [1,3,7].

YpoBens yoennteabHocTH pekoMenaanuii - C (YpoBeHb 10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

KOMMeHTapHI/I: COo2lacHoO pekomeﬁdauuﬂm no cencucy

Pexomennyercss mpueM B BO3PACTHBIX  JO3MPOBKAX  INpenapaToB  KalblHsig U
Konexansuudepona** (kon ATX A11CC), He coaepxaliux JaKTO3y BCEM MalUEHTaM C
I'AJI crapme 1 roxa, ¢ nenbio npoduiaakTuku aegunura BUTaMuHa D u 3aboneBanuii,
CBSI3aHHBIX C €r0 HEJOCTATOYHOCTHIO [1, 14].

YpoBens yoeanteabHocTH pekoMenaanuii - C (YpoBeHb 10CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 5)
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Kommenrapumn: y nayuenmos c I'AJI nabnrodaemcs cHudicenue MUHEpaiu3ayuy KOCmHou
MKAHU Npu OMCymcmeuu npuema npenapamos Kaibyus u Koiekanvyugeponra** (koo
ATX A11CC), umo wacmo npugooum K pazeumuio panHe2o 0Cmeonopo3a u
NOBbIUEHHOMY PUCKY neperomos kocmell. [Ipenapamol kanvyus (Karbyus
enuyepogocgham, kanvyus enoxonam** (koo ATX AI12AA)), u konekanoyugpepora™*
(maxoice Mo2ym HA3ZHAYAMbCA KOMOUHUPOBaHHble npenapamul (Kanvyus
kapoonam+Konexanoyugepon)) nasnavaromes nayuenmam nocie 1 2ooa scusnu, Ha

d)OHe AJAUMUHAYUU CMQCQZZ, AGNANOUWUXCA OCHOBHbIM UCMOYHUKAM KAlbYUsl U eumamura

D.

Pexomenayercsi B cirydae BBIIBICHHOTO THIIEPTOHAIOTPOITHOTO TUIIOTOHAIM3MA Y IEBOYEK C
OTCYTCTBHEM BTOPHYHBIX ITOJIOBBIX MPU3HAKOB JJIsI HHUIMAIIMN TyOepTaTa HCIO0Ib30BaTh
IpenapaThl IPUPOAHBIX U OTYCUHTETHUECKUX ICTPOTE€HOB (#3CTpaano nin #3cTpaauosa
Bajiepar) B BUJIE IEPOPATIbHBIX HIIM TpaHcAepMalbHbIX Gopm [38,15, 7, 52].

YpoBenb yoeaurebHOCTH pekoMeHAanuii - C (YpOBeHb 10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KommenTapum: so3pacm unuyuayuu nybepmama 3agucum om Muoeux ¢hakmopos. B
nepsyro oyepedb HeoOX00UMO OUASHOCMUPOBAMb SUNEPSOHAOOMPONHBIU 2UNO2OHAOUIM
HA OCHOBAHUU OMCYMCMBUS BMOPULHBIX NOJIOBLIX NPUSHAKOE 8 COYEMAHUU C NOBbIULEHUEM
VPOBHSL  (DONNUKYIOCIIUMYTUPYIOWEe20 20PMOHA 6 Kpoeu. Bo-emopwvix, cpoxu uauana
mepanuu 3cmpo2eHaMu 3a8UCAM OM COOMHOUEHUS POCMA, NPONOPYULL Mmena U KOCMHO20
so3pacma. Cpeonuii 6o3pacm unuyuayuu mepanuu cocmaensiem 11-13 nem. Unuyuayus
nybepmama npo8oOUMCs  8pAYAMU-IHOOKPUHONO2AMU — UW/UNU  8PAYAMUAKYUIEPAMU-
CUHEKONI02aMU NO CXeMe U3NIOHCEHHOU 8 KIUHUYECKUX PEKOMEHOAUUAX NO 3a0epiHcKe

noJjlo60c0 passumusl u 2un020Ha6u3My.

Pexomenayercst IpoBecHNE 3aMECTUTENILHON TOPMOHAIILHOM TEPAIINU NpenapaTaMy IPYIIIbI
IIporecrarensl u ACTPOTEHBI B KOMOWHAIMU (KOMOMHHUPOBAaHHBIMU
ACTPOTEHIeCTareHHbIMU TpenapaTtaMu), COIEpXAIIUMU €CTECTBEHHBIE 3CTPOTeHBI,
MalueHTaM >KeHCKOro Ioja C TajakTo3eMued Mpu HeoOXOJUMOCTH, COTJIacCHO OOIIUM
IIPUHLMIIAM ~ 3aMECTUTEIIbHOM TepalMd NpH NEPBUYHOM  THIEPrOHaAOTPOITHOM
TUIIOTOHAIU3ME C JIe4eOHOM IeNbl0 (COTVIACHO KIMHMYECKHMM PEKOMEHIALUsSM 0

3aJIepKKE MOJIOBOTO Pa3BUTHS U THIOroHaau3my) [38,15,7, 52].
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YpoBenb yoeauteabHOCTH pekoMeHAanui - C (YpoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommeHnTapuu: npunyunet unuyuayuu nybepmama u npoGedeHust 3amMecmumenbHOU
20pMOHanvbHoU mepanuu y oesouek ¢ I'AJl He omauuaromcs om 0OWUX NPUHYUNOS
3amMecmumenbHOL mepanuu npu NePeUYHOM 2Unepe2oHaA0OMPONHOM SUNOCHAOUZME.
Umeromea  ceedenus o0  803MOMCHOCMU — KPUOKOHCEPBAYUU MKAHU  AUYHUKA 8
oonybepmamHom 603pacme, 6 C6A3U C YeM O0eBOYKAM HNOKA3AHA KOHCYIbmayusl
spauaaxkyuepa-eunexonoza (cneyuarucma no penpooykyuu) [38]. Bce npenapamot 6 sude
mabnemox cooepaicam HeboIbUI0e KOIULeCmaE0 1aKmo3vl, HO 00Was 003a 04eHb Maid no

CPABHEHUIO C SHOO2EHHbIM npoussodcmgoM.

3.2 Xupypruueckoe Je4eHue

Pexomenyercst XUpypruieckoe JIeYeHHEe KaTapakThl MAalMEeHTaM 10 TOKa3aHUsM, 0COOEHHO
IIPU MO3/IHEH TuarHocTuke 3a00JIeBaHMs € 1EJIbI0 BOCCTAHOBJICHUS 3pUTEIbHON (PyHKIUU
[1, 15].
YpoBens yoenurteabHocTH pekoMenaanuii - C (YpoBeHb 10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)
KommeHnTapum: xamapakmosl y nayuenmos ¢ 2anakmosemuel Xapakmepuzyromcs Kak

Mmalivle, mpaH3unopHbsle uiau HeoHamaljlbHbvle u npoxod}zm Ha QbOHe

beznaxmosnon/be3eanakmos3nou ouemol; 00HAKo, 8 OMOENIbHBIX NO30HO

auaZHOCI’I’ZMPOBCIHHblx cydasix mpe6yemc;l NPpUMEHEHUe XupypcuiecKkoeo Je4eHUsl

(co2nachno KIuHU4eCKUM pekoMeHOayusm no Kamapaxkme).

3.3 UHoe Jeuenue

PexomeHnayeTcsl TICHXOJIOTO-NEAArOTMYECKOE COMPOBOXKICHUE, KOHCYJbTAaTUBHAS MOMOIIb
Bpaua-joromnena, nanuestaM ¢ ['AJ] npu HaMuMK MokazaHUM C UEIbI0 TUATHOCTUKU U
JICYCHUS TIPOSBICHUH COMYyTCTBYIOMIEH MATOJOTHH W/WJIH OCIOXKHEeHMI [15].

YpoBenb yoeauTeabHOCTH pekoMeHnaanuii - C (ypoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

Kommenrtapuu: y nexomopuvix nayuenmos ¢ I'AJI coxpansemcsa puck ¢gopmuposanus
OMCPOUYCHHBIX OCTONHCHEHUL — 3A0epIAHCKU (u3uiecko2o passumus (Z-Score pocm/eéo3pacm
<-2), Hapyuwienus pazeumus peuu («8epOaibHOU OUCHPAKCUUY»), MOMOPHLIX QYHKYUL
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(amakcus), ocmeonoposa (npu omcymcmeuu OONOIHUMENbHO20 66e0eHUsl NPEenapamos
Kanoyusi).

3aodepoicka ncuxuueckoeo pazeumus, BbIAGIAWAACA Y HeKomopulx nayuenmosg c¢ 1T'AJI,
NOAYYAIOWUX Ouemudeckoe Jjieuenue, He MAXNCeNdsn; OHA MOdCem OOHAPYHCUBAMBCA 6
panHem 8o3pacme, HO Yauje CMAaHOBUMCs OYEBUOHOT 8 UKOIbHbIE 200bl, K020a ) pebeHKa
BO3HUKAIOM MPYOHOCMU C YMEHUEeM ULU YCBOCHUEM MAmeMamuKku. Y yacmu nayueHmos
B03MOJICHO ~ YMEPEHHOe  CHUJICEHUEe UHMENLIeKMYAIbHO20 PA36umusi Uil  J1eeKas
VMCMBEHHAsL OMCMALOCMb. Y HEKOMOPbIX OMMeUarmcs 08ucamenbhble HApYUIeHUs 8
gude amaxcuu, Hel08KOCMU MeIKOU MOMOPUKY, PACCMPOUCME PABHOBeCUsi U
KOOPOUHAYUU, MbIUEYHOU OUCMOHUU, BO3MOICHO HAIUYUE MPEeMOpPd NPU BbINOTHEHUU
yenenanpasiieHHvlx Oelicmsull. 3adepicka peuesoco pazsumusi y nayuenmos ¢ ['AJl 6
PanHeM 803pacme MOodcem NPOsGIAMbCS 3AMpPYOHeHUeM APMUKYIAYUuU, 00eOHEeHHbIM

CJlOBAPHBIM 3ANACOM.

4. MeqnumnHCcKasi peadMIMTAIIUA U CAHATOPHO-KYPOPTHOE JIeYeHHe,
MeIUIUHCKUE TOKA3aHUS U MPOTUBONOKA3AHUSA K IPUMEHEHUI0 METO/I0B
MeIUIUHCKOI peadWIuTannu, B TOM YUCJIe OCHOBAHHBIX HA

HCITIOJIBb30BaHUHN

NPUPOIHBIX Je4eOHbIX (PAKTOPOB

PeKOMEHIlleTCH pea6I/IHI/ITaHI/IOHHHC MEpONpUATUA TMAlUCHTaAM C HEBPOJIOTHYCCKUMHU
HapYHMCHUAMU 10 TUITY ACTCKOT'O uepe6paJII>Horo Iapajin4da BCIICACTBUC 6HHHPY6HHOBOﬁ
BHHGq)aJ'IOHaTI/II/I WA TOPAKCHHA 3PpUTCIIBHOTIO aHajin3daTopa BCICACTBUC KPOBOU3IUAHUA

B CeTYaTKy Ija3a, YaCTUYHOM aTrpoduu 3puTtensHoro Hepsa [20].
Yposens yoenureabHOCTH pekoMeHaanuii - C (ypoBeHb JOCTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

5. IllpodpunakTuka U AUCNIAHCEPHOE HAOIIOIeHNE, MEeIUIIUHCKHE MIOKA3AHUS U

32



INPOTUBONIOKA3AHUA K IPUMCHCHUIO METOA0B HpO(l)I/I.]]aKTI/IKI/I

5.1 llpodpunaakruka

PexomenayeTcst KOHCYIbTAIUS Bpaua-TeHETUKA BCEM CEMbSIM TI0CTIE YCTAaHOBIICHHUS JHUArHO3a
I'AJI ¢ uenpio pa3baCHEHUN FT€HETUYECKOTO prcka B cembe [15].
YpoBeHb yoenuTeabHOCTH pekoMeHnaanuii - C (YpoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)
KommenTapuu: B cemve, 20e ecmv nayuenm c I'AJI, umeemcsa 25% puck noemopnozo
pooicoenus pedenka c I'AJI npu kasicooti nocrnedyroweti bepemenHocmu. Y
POOCMBEHHUKOB U3 SPYNNbL PUCKA MAKIHCE BOZMOICHO HOCUMENLCIEO MYMAYUll, eciu OHU
ObLIU UOeHMUDUYUPOBaHbl 6 OaHHOU cembe. [Jopodosas duacnocmuka I'AJI éo3modicna
memooamu JIHK-ananuza ma mamepuane 6opcun Xxopuona. Bonpoc o nposedenuu
npenamanvHou ouacnocmuxu I'AJI 0ondcen 6vimv 06CyIHCOeH ¢ pooumensamu npexicoe, yem
NPUHSAMb OKOHYAMENbHOE PeuleHe, MAaK KaKk 3a001eeanue nodoaenmcst 1e4eHuio.

5.2 IncnancepHoe HAQJII0OeHNe

C yenvlo  npedynpedxcoenus — UHMENLIEKMYANbHbIX,  KOCHUMUBHBIX,  PeyesbiXx,
NO3HABAMENbHLIX — HAPYUIEHUN,  2APMOHUYHO20  DuU3UYecKo2o0  pazeumusi  OUCNAHCEPHOe
Habnooenue 6KIOYaem 6 cebsi KOHMpPOIb 3d J1AO0pamopHuIMU NOKA3amenaMu u 3d
KAUHUKOUHCIMPYMEHMANbHLIMU  NOKA3AMENAMY, OMPANCArOWUMU 3P dexmusnocms mepanuu

K‘oumpom; 3a A0eK6AMHOCMbIO 1eYeHU

PexoMenayercss KOHTPOJIMPOBATH aJ€KBATHOCTh MPOBOJUMOM Tepanmuu C TOMOIIbIO
oTIpesieNIeHUs CojiepKaHus 00IIel raJakTo3sl (TajgakTosa + ranakroso-1-docdar) B kpoBu
BceM nanuenTam ¢ I'AJI ¢ nenbro cBoeBpeMeHHOM Koppekuuu auetsl [20].

YpoBenb yoeauTeabHOCTH pekoMeHnaanuii - C (ypoBeHb 10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenrapun: Yacmoma koumpons cooepiicanus 2aiakmo3svl 6 CblBOpOmKe KpOBU
cocmaensem He pedxce 1 paz 6 3 mecaya Ha nepeom 200y dHcusHu, oanee He pedxce 1 pasa 6
200 NOMCUZHEHHO, MAKHCEe BO3MONCHO NPOBOOUMb OONOTHUMENbHOE UCCLe008aHUe 8
CYYaAx NOGblULeHUs NOmpeONeHUs 2a1aKmo3bl /Ui npu NnoOO3PeHUU HA passumue

UHmMoOKcukayuu
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Pexomenayercsi nesoukam ¢ ['AJI B mepuoa mununyoeptata uccienoBanue ypoHs OCI u
AMI" (aHTUMIOJUIEPOBBIN TOPMOH) JJIsl OIICHKH OBapHAILHOTO pe3epBa U HEOOXOIUMOCTH
KOHCYJIbTAIIMU Bpada-aKyllepa-THHEeKoJIora (CrennairucTa mo penpoaykuun) [36, 37].
YpoBenb yoeauTebHOCTH pekoMeHaanuii - C (YpoBeHb 10CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

Pexomenayercs nesoukam c¢ ['AJl mpu >HAOKPUHOJIOTHUYECKOM OOCII€IOBAHUU B TEPUOJ]
mybeprara MpOBEIEHUE aHTPOTIOMETPHUYECKOTO HCCICIOBAHHUS M OLEHKH II0JIOBOTO
pa3BuTHs MO wWKajle TaHHEp, OLIEHKAa KOCTHOTO BO3pacra, HUCCICAOBAHHE YPOBHS
roHagorpornubix ropmoHoB (JIIT m ®CI) m ypoBHs AMI 1 JOUArHOCTHKU
TUIEPrOHAJOTPONHOIO TMIOTOHAAN3Ma, ONpPEAENICHUs CPOKOB Haydajla 3aMECTUTEIbHOU
TOPMOHAJILHOM TEpanuy U HEOOXOAMMOCTH KOHCYNbTAllMU Bpauda-aKyllepa —THHEKOJIOoTa
(cmenuanucrta mo penpoaykuuun) [36, 37].

YpoBenb yoeauTebHOCTH pekoMeHaanuii - C (YypoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

Kommenrtapuu: y oesouex c¢ I'AJl ¢opmupyemca nepsuunas HedOCmMamoyHOCMb
AUYHUKOB, KOMOpAs MOJCem pa3eusamvCs Kak 6 0onyoepmammubsili nepuoo U
nompe608amsv HA3HAYeHUe Mepanuu ICMpoeHamu 01 uHuyuayuu nybepmama, max u
nocie cmapma nybepmama, ymo nompeodyem 3amecmumeibHOl 2OPMOHAILHOU mepanuu
[36, 37]. Cuudicenue GornuxynsaprHoco nyia 603MONCHO Yiice 8 paHHeM 803pacme, 8 CEA3U
C YeM, NOKA3aHA PAHHAS KOHCYIbMAayus epada-axKyuepa-eunekonoz2a (cneyuaiucma no

penpodykuuu), 6 Mo Jfce epems ONUCanvl CNOHMAHHbIE 6€p€M€HHOCWZZ/l Y nayuenmox ¢

T'AJL

Pexomenayercst yabTpa3ByKOBOE HCCIIEOBAHNE OPraHOB MAJIOro Ta3a (KOMIUIEKCHoE) 1 pa3 B
rog aesoukam ¢ I'AJI ¢ 12-nerHero Bo3pacTa JUisl OLIEHKM COCTOSIHUSL SIMYHUKOB U
COOTBETCTBHS X pa3MepOB BO3pacTHbIM HOpMam [36, 37].

YpoBenb yoeaureabHoCTH pekoMeHAanuii - C (YpoBeHb 10CTOBEPHOCTH

A0KA3aTeJbCTB — 5)

Pexkomenayercss  HCClIeIOBaHUE  MHHEPAJIbHOM  IUIOTHOCTM  KOCTHOM  TKaHU — —
(pentrenoaercuToMeTpus) y naueHToB ¢ [TAJI 1 crapmie 5 neT 1y1st TMarHOCTUKY CTETIeHU

OCTCOIICHUU, BBIAABJIICHUS I'PYIIILI pPUCKA IO OCTCOIIOPO3Y U IMPUHATUSA HpO(I)I/IJ'IaKTI/I‘-ICCKI/IX

Mmep [1-4, 15].
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YpoBenb yoeauTebHOCTH pekoMeHAanuii - C (YpoBeHb 10CTOBEPHOCTH
JA0Ka3aTeJabCTB — 5)
KommenTapum: yvacmoma uccireoosanuii - no noxazanusm He yawje I paza 6 200, ne pedice

1 pa3z & 5 n1em.

Pexomennyercst HabroAeHNe Bpaya-aKyliepa-ruHeKoaora u Bpaya-
SHAOKPUHOJIOTA/BPAavyaJeTCKOTO  SHIOKPHUHOJIOTa M  HAa3HAYeHHE 3aMEeCTUTENIbHOMN
ropMoHaJibHOM Tepanuu aeBoukam ¢ ['AJI ¢ 12-nmetHero Bo3pacra IpU BbISABICHUU
IIEPBUYHOI aMEHOPEH, C LIEJIbI0 KOPPEKIIMHA TOPMOHAIBHOTO cTaTyca [15].

YpoBenb yoeaureabHOCTH pekoMenaanui - C (YypoBeHb 10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

PexomennoBano mnanuentam ¢ ['AJl mpoBeneHnme OHMOXMMHUYECKOTO aHajan3a KpOBH
o0IIeTepaneBTUIECKOr0 C IENbI0 OIEHKH COCTOSHUS TEYEeHU, TOYEK M BBISBICHUS,
OTKJIOHEHHH Ba)KHBIX OMOXMMHYECKUX TOKa3aTelell M uX JajdbHEHIleill KOppeKIuu He
pexe 1 pazaBrog [6, 7, 29 - 35].

YpoBeHb yoenuTeabHOCTH pekoMeHnaanuii - C (YpoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KommenTapuu: npu npumenenuu ocpaHudumenvHou Ouemvl GO03MONCHO pa3eumile
oucnpomeurHemuu, HapyuleHus MUHepaIbHo20 0OMeHa U 0euyUma 8aiHCHuIX
Mukpoanemenmos. Llenecoobpazno onpedenenue cooepircanus 2aroKo3vl, 0ouezo benxa,
benxkogvlx  ¢ppaxyuti,  obwezco  OurupybuHa,  Xolecmepuna, — MPUSIUYEPUOOS,
JUNONPOMeU008 HU3KOU U 8bICOKOU NIOMHOCMU, WeNl0YHOU ocdamaszvl, Kpeamununa,
MouesuHvl, araHunamunompancgepazvl (AJIT), acnapmamamunompancgepazvr (ACT),
Kanbyus oouje2o u UOHUBUPOBAHHO20, HAMPUS, Kalus, HeopeaHuuyeckozo gocgopa,
Jcenesa, peppumuna, ypoeHsi OCHO8HO20 Memabonuma eumamuna D 6 Kpoeu
(uccneoosanue yposus 25-OH eumamuna /] 8 Kposu ¢ yenvro OyeHKu Oanianca 8adCHeuuux
HYMPUEHMO8 Npu Ouemomepanuu, OYeHKU Kaabyuego-gocghoprnoco obmena, oOyeHKU

COCMOAHUA NOYEK, neyerHu ¢ nepuodutmocmb;o ]pa3 6 200.

0 Pexomenayercs mamuentam ¢ ['AJI, monyyaromux IUETOTEpAIMIO MCCIEIO0BAHUE OOIIETO,

Oonoxumuueckoro ananuza Mouu (OOmuit (kIuHIYeckuii) ananu3 moun), (MccnenoBanue
YPOBHS KaJbIUs B Mode, VcciieqoBaHre ypoBHS HATPUS B MOYE [UTPATOB, OKCAJIATOB B

Moue), a Takke OnpeeneHne KOHIIEHTPAIlMU BOAOPOIHBIX HOHOB (pH) Moun, yienbsHOTro
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Beca mouH (MccnenoBanne moun metoioM 3umHuIkoro (Coop Mouu 1yist 1a00paTopHOTO
uccnenoBanusi, Ormnpenenenne oObema Mouu, OmnpeneneHue yAEIbLHOTO  Beca
(OTHOCHTENBHOW TUIOTHOCTH) MOYH)) C IETBI0 OICHKH (PYHKIIMOHATBHOTO COCTOSHUS
MOYEK U OLIEHKH PHCKA/CBOCBPEMEHHOU TUArHOCTHKU (POPMHUPOBAHUS KOHKpeMeHTOB [30),
31, 48].

YpoBenb yoeauTeabHOCTH pekoMeHnaanuii - C (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB —

4)

KomMmenTapuu: vacmoma ucciedosanuii onpeoensiemcs uHOUSUOYaibHO

Pexomennyercst mpoBelieHue yiabTpa3BykoBoro uccienoBanusi (Y3U) opraHoB OpromiHoi
MOJIOCTH (KOMILJIEKCHOE) U YJIbTPA3BYKOBOE HCCIIEIOBAHUE MOYEK M HAAMNOYEYHUKOB HE
pexe 1 paza B ron nanuentam ¢ I'AJ] s BbIssBIEHUS JUCMeTa00In4YecKX HepomaTuid,
He(pOKAIBLIMHO32, I3MEHEHHUI CO CTOPOHBI IEYECHU U MOJKEITYA0YHOH xene3sl [1,2, 15].
YpoBenb yOeaureqabHocTH pexomenaamuii - C (ypoBeHb /10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KommenTapuu: V31 opeanos oprownou nonocmu u nouek nposooumcs ne pexce 1 pasa
8 200. y demell nep8oco 200a PeKOMeHO0B8AHO DoJlee uacmoe uccied08anue 0ist KOHMpPOoJis
COCMOsHUS, 0CODEHHO NpU 0eKOMNEHCayUul.

Pexomenayercss o0yuuth poauteneit mammeHtoB ¢ ['AJl mpaBunam opraHuzauu
JUETOTEPANMd U KOHTPOJIS 3a aJEKBAaTHOCTHIO €€ MPOBEIEHUS C LIEJIbI0 MOBBILICHUS
s¢dextuBHOCTH JIeyenus [ 1, 3,4].

VYpoBeHb yoeauTenbHoCcTH pekoMeHjanui - C (YypoBeHb 10CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 5)

Pexomenayercsi KOHCYJIbTallMd BPauOM-T€HETUKOM C II€JIbIO OLIEHKH JMHAMUKH Pa3BUTHS
nanueHToB ¢ 'AJI 119 cBOEBpEMEHHOT0 BBISIBICHHUS HApYLIEHUH U MpU HEOOXOAUMOCTH
HalpaBJIeHUsT K COOTBETCTBYIOIIEMY CIELMATIUCTY A HAOMIOJEHUS M KOPPEKIUHU
meuenns [15].

YpoBens yoeanteabHocTH pekoMenaanuii - C (YpoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)
Kommenrapumu: cocracno muenuro  paboueri  epynnbi  pOCCULICKUX — IKCNEPMOS,

ueﬂecoo6pa3H0 npogodumb KOHCYTbmayuu.:

- 8 8o3pacme 0o 6 mec- He pedice I paz 6 2 mec, ¢ 6 mec do I 200a — He pedice 1 paza 8
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3mecsaua
-cl2o0a 0o 12 nem —mue peoce I pasa é 6 mecayes

- cmapute 12 nem me peoice I paza 6 200

PexomMeHn0BaHa KOHCYJIbTAIUS Bpada-IMETOJIOTa MAIIMEHTaM C YCTAaHOBICHHBIM JHATHO30M
['AJI nnst OLIGHKM HYTPUTHBHOTO CTaTyca, OLECHKU A(P(EKTUBHOCTH JUETOTEPANIUN U €
KOppEeKIUH Mpu HeoOxoxumocTH [15,29].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii - C (ypoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5)

Kommenrapun: namoeenemuyeckum memooom aevenusi I'AJI sensiemes ouemomepanusi.
Yacmoma nocewenus spaya-ouemonoca - no noxazanusam. Coenacno mumenuio pabouetl
2PYNNbl POCCUUCKUX IKCREPMOS, YeleCO0OPA3HO NPOBOOUMb KOHCYIbMAYUL:

- 8 6o3pacme 00 6 mec- He pedxce I paz 6 2 mec, ¢ 6 mec 0o 1 200a — He pedxce I paza 6
3mecaya

-cl2o0a oo 12 nem —nue peoce I pasa 6 6 mecayes

- cmapuwe 12 nem - ue pedsce I paza 6 200

Knaccugukayua napywenus unympumuenoco cmamyca BO3 npedcmasnena 6

Ipunoowcenuu A3.4.

PexomenaoBana KOHCYJbTAIlMM Bpaua-TieAuaTpa/Bpaya-TepaneBTa/Bpada oOIIelH MpPaKTHKU
(cemeiinoro Bpaua) manueHtam ¢ ['AJl s omneHKu OOIIEro COCTOSIHHUS 3JA0POBbSI U
onpeJieleHusl TAKTUKY AalibHelen tepanuu [15].

YpoBennb yoenurteabHocTH pekoMeHaanuii - C (YpoBeHb 10CTOBEPHOCTH

JI0KA3aTeJbCTB — 5)

Kommentapuu: ne pesrce 1 paza é 6 mecayes. OObIYHO KaXKIbIe 3 MecsIa HA TIEPBOM TOY
KU3HM, KaXble 4 Mecs1a Ha BTOPOM TOly JKH3HH, Kaxple 6 mecsues 1o 14 ner, nanee —
€XEerofHo. B moapocTkoBOM BO3pacTe B CBSI3M C HEOOXOIMMOCTBbIO MOHUTOPHPOBAHUS
MIOJIOBOTO Pa3BUTHS — MOTYT ITOHAIOOUTHCS 00JIEE YaCThIE OCMOTPHI

[29].

PexomMeHn10BaHa KOHCYJIbTAIIMS Bpada-TepaneBTa/Bpaya o0IIel MpakTHKH (CeMEHHOro Bpaya)
JUId manueHTta crapie 18 jeT ¢ ycraHoBieHHbIM auarHo3oMm ['AJI nnst oneHku oOuiero

COCTOSIHMSI 3/JOPOBbSI U ONpe/IeTICHUs] TAKTUKY JdalibHeien Tepanuu [15].
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YpoBenb yoeauTebHOCTH pekoMeHAanuii - C (YpoBeHb 10CTOBEPHOCTH

JI0KA3aTeJbCTB — 5)

KommenTapuu: ne pesce 1 pasza 6 200.

PexomennoBana KOHCy/bTallds Bpada- TacTPO’HTEPOJIOra IAIMEHTaM C YCTaHOBJIEHHBIM
muarHo3oM ['AJl mpu Hanuyuyu TOKa3aHWW [JIs1 CBOCBPEMEHHOTO BBISBICHUS W/WIIH
MOHHMTOPUHIA FTaCTPOIHTEPOJIOTMYECKOM naTosioruu [43,44].

YpoBeHnnb yoenurteabHocTH pekoMenaanuii - C (YpoBeHb 10CTOBEPHOCTH

J0Ka3aTelbCTB — 4)

PexomennoBana mamuentam ¢ ['AJI mo moka3aHUsAM KOHCY/IbTAIMSI BpadyaKapauoiora/Bpada-
JETCKOTO KapAuoJiora TOBTOPHAs ISl OICHKM BBISBICHHBIX KapIHOJIOTHYECKUX
M3MEHEHUH U pelieHust Borpoca o tepanuu [45, 20].

YpoBenb yoeaurebHOCTH pekoMeHaanuii - C (YypoBeHb 10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

PexomengoBana nanuentam ¢ ['AJl mo mokasaHHsIM KOHCYJIbTalMs Bpaya-HEBPOJIOra IS
CBOEBPEMEHHOTO BBISIBIICHHSI H/WJIM MOHUTOPHHTAa HEBPOJIOTHYECKUX U3MECHECHHI [7].
YpoBenb yoeauTebHOCTH pekoMeHaanuii - C (YypoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KommenTapmii: 6 cpeonem, ¢ 6ozpacma 2-3 nem - ne pedice 1 paza 6 6 mecsayes u ne pexice
1 paza 6 200 015 63pocnvix nayuenmos. Ilpu vlasieHuU He8pPONIOSUYECKUX HAPYULEHUL —

He0OX00UM OabHeUwuti MOHUMOPUHE OAHHBIX NposeieHull [7].

PexomengoBan mamuentam ¢ I'AJI ocmotp Bpauom-odrasibmosoromM He pexe 1 paza B 3 roga
C LIETBIO BBISIBJICHHSI TJ1a3HOW MATOJOTUH [7].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii - C (ypoBeHb 10CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 5)

Pexomenayercsi KOHCYNbTAllUS Bpada-dHIOKPUHOIOTa/Bpada-AeTCKOr0  DHAOKPHUHOJIOTA
nesoukam ¢ ['AJI B mepmon muHHIyOeprata (6-12 Mec) w MO JOCTHXKEHUW HIDKHEH
rpaHullbl  mybepraTHoro  Bo3pacta  (8-10  ;mer) ¢ 1enpl0  JIMarHOCTUKHU

TUIEProHaOTPOIIHOTO runoronaausma [36, 37].
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YpoBenb yoeauTebHOCTH pekoMeHAanuii - C (YpoBeHb 10CTOBEPHOCTH

JA0Ka3aTeJabCTB — 5)

PexoMengoBaHa KOHCYJIbTAIMS MEIUIIMHCKOTO Tcuxoiiora nauuentam ¢ I'AJl npu Hanuuuu
MOKa3aHWW  JUIsi OLUEHKHM H  KOPPEKIUH  TICHXOJIOTMYECKOTO  COCTOSIHUS U
TICUXOJIOTOIEIArOTUYECKOT0 COMPOBOXKIACHUS ceMbU He pexe 1 paza B rox [15,45].
YpoBenb yoeauTeabHOCTH pekoMeHnaanuii - C (ypoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapuu: ona oyenku unmeniekma u Opyeux U008 NCUXU4ecKou 0esamenbHOCmu
nayuenmos ¢ I'AJI ucnonvzyrom coomeemcmeyowue npoepammvl u mecmol. Bo epems
nepexo0H020 nepuooa NOOPOCMKAM 0COOEHHO He0OX00UMA NCUXOJI02UYeCKasl NOMOWb NO
BONPOCAM KOMMYHUKAYUU 8 cembe U obujecmee, npopeccuoHaibHoll opueHmayuu, O
acenwyun ¢ TAJl axkyewm crnedyem oOenamv axKyeHm HA BONPOCAX, CBA3AHHLIX C

bepemeHHOCmbIO.

PexomeHnaoBaHa KOHCYNIbTallUsi MEAULMHCKOTO TICHMXOJIOTa TMOBTOpHAs MAallMeHTaM C
YCTaHOBJICHHBIM JMarHO30M I'AJT pu HaJIM4uu MOKa3aHUMI I E;
TICUXOJIOTOIIEJarOTUYECKOTO COMPOBOXKAEHUS ceMbH [ 15, 45].

YpoBens yoennteabHocTH pekoMenaanuii - C (YpoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapuu: ncuxonoeuueckas nomowp nayueHmam Mmodcem nompedosamsv Kypc
3aHAMUL— 8 3A8UCUMOCTNU O UHOUBUOYAILHBIX 0COOEHHOCMEN NAYUEeHMA U CeMbU.

PexomennoBano maunueHtaMm ¢ ['AJl koHcynbTanus Bpauya-peaOUIIMTONIOTa C  IIEJIBI0
COCTaBJICHUS MJIaHa peabuIuTalluy IPU HAJIMYUK 1okaszanuii [ 15, 45, 20].

YpoBenb yoeaureabHoCTH pekoMeHAanuii - C (YpoBeHb 10CTOBEPHOCTH

A0KA3aTeJbCTB — 5)

PeKOMeHIlyeTCH y4aCTuC B BCACHUU MALUCHTOB C rajiakTo3eMHuen MYHLTHI[HCHHHHHHapHOﬁ

KOMaHJbI CIICIHUAaJIMCTOB B CBA3HM C HATMYUEM pa3H006pa3HLIX KIIMHUYCCKHUX HpOﬂBJ’ICHI/Iﬁ

rajakto3eMud [45].

YpoBenb yoeaureabHOCTH pekoMeHAanuii - C (YypoBeHb 10CTOBEPHOCTH

A0KA3aTeJbCTB — 4)
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KommenTapuu: mozym 66ims Heobxo0uMbl nepsuunble U NOSMOPHble KOHCYTbMAayuU
spaua-Hepponoza/8paua-yponoea/spaia-yponoca-aHoponoca 0emckoeo,
spavauHghexyuonucma, 8PAYA-AHECTNE3UON02A-PeAHUMAMON02d,  BPAYA-
KIUHUYECKO20 (hapmakonoea, 8pava-3HO00KPUHOI02a/8pata-0emcKo20 3HOOKPUHOL02A,
8paua-aKyulepasuHekoi02d, MeOUYUHCKO20 NCUXono2d, 1020nedd u op. 8 3d6UCUMOCU

OM KJIUHUYECKOU cumyayuu.

Pexomennyercss mammentam ¢ ['AJl  mpu OTCYTCTBHM COIYTCTBYIOIIMX 3a00J€BaHUI

1.

MPOBOANTHh MPOPHIAKTUYECKYIO BaKIMHALKIO C LEeIbl0 (HOPMHUPOBAHHUS HMMYHHOM
3alIUTHI OpraHu3Ma OT HHQEKIwii o rpaduxy [49] .

YpoBenb yoeaurebHOCTH pekoMeHAanuii - C (YpoOBeHb 10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KommenTapuu: npu naruuuu conymcemayowux 3a001e6anull paspeutenue Ha nposedenue
NPUBUBOK  0Aemcst COOMBEMCMEYIOWUM  Chneyualucmom. JlanHvle pexkomenoayuu
OCHOBAHBL HA MHO20JIeMHeM Onvlme pabomvl 8payell, CReyuaIu3upyroWUxcs Ha jlevyeHuu

nayuenmos ¢ 8 P®.

6. Opranusanus oka3aHusi MeJIUIIMHCKON MOMOIIH

IToxazanus Ajs IJIAHOBOM TOCHUTAIM3AIMY B MEAMIIMHCKYIO OpTraHM3aI1IO:

MPOBEJCHUE JAMATHOCTUKHU M JIEYEHUs], TpeOyIolue MPOJOJIKUTEIbHOIO (JHEBHOE MU
KpYIJIOCYTOYHOE  IpeObIBaHWE) MEAMIMHCKOro  HaOMIOJEHUST W MOHUTOpPHUHIA

KIIMHUKOJIA00paTOPHBIX MOKa3aTeNeH;

H606XOI[I/IMOCTI) MOPOBCACHUA PAaA3JIMYHBIX BHIOB OKCIICPTU3 MU 06CJ'I€I[OBaHI/I$[ B
MGHHHHHCKOﬁ oprann3aly IIPU HCBO3MOXKHOCTU IMPOBCACHHA HUX B aM6y.]'IaT0pHI)IX
YCIIOBHSIX (B TOM  uucie opopMIICHHE 3aKIIOYeHHUS (eaepaTbHOTrOo
KOHCHJINyMa/BpaueOHOH KOMUCCHH).

IToxazanus aas SKCTPESHHOM TOCIUTAIM3AIUY B MEJUIIMHCKYIO OpraHU3alIHIo:

OCTPLIC YIpOXaromue I XKU3HU W Pa3BUTUA OCJIOKHECHUH COCTOsAHUA, TpeGylomHe
HCOTJIOXKHOI'O JICUCHHA, B TOM 4YHUCJIC HHTEHCUBHOM TCpaIrru, a TaKXKEC KPyriioCyrouHOro
MECIHUIIMHCKOI'O Ha6J'IIOIICHI/II/I U MTPOBCACHUA CIICHUAJIBHBIX BH0B O6CJ'IC,Z[OBE[HI/I}I n

JICUCHHUA.

IToka3aHus K BBITTHNCKE nalnucHTa U3 M€I[I/II.[I/IHCKOI>1 OpraHu3alvu.
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OTCYTCTBHUE YIpO3bI [UIS )KU3HHU TMAIMEHTA U YTPO3bl Pa3BUTHUS OCIOKHEHHH, TPEOYIOIIHX
HEOTJIOXKHOTO JICUCHHUSI TIPH 3aBEPIICHUE TUATHOCTUICCKUX MEPOIPUSTHIA.
CTa0WIM3alusi COCTOSHHMSI W OCHOBHBIX  KJIMHHUKO-JIAOOPATOPHBIX — TOKa3aresen
NaTOJIOTUYECKOTO  IMPOIIECca, OTCYTCTBHE HEOOXOAMMOCTH B  IMPOJOIDKHUTEIHLHOM
MEAUIIMHCKOM HAOIIOICHUH (JIHEBHOE WU KPYTIIOCYTOYHOE MPeObIBAaHUE);
HEOOXOJUMOCTh TepeBoJila OOJBHOTO B JAPYTyI0 MEAWIIMHCKYIO OPraHU3alUi0 WIIH

YUPEKACHUEC COLMUAIIBHOT'O obecreyeHus.

7. JonosiHuTebHASE MHPoOpMAUA (B TOM YUCIe (PAKTOPHI, BJUAIOIINE HA
HCXO0/ 3200/1eBAHUS UM COCTOSIHUA)

Ha ucxon u Teuenue 3a0071eBaHUs BIUSIOT CPOKH YCTAHOBJICHUA JUATI'HO3a CBOCBPCMCHHO

M aJCKBATHO HAa3HAYCHHAA OUCTOTCPAIIUA U MCPOIIPUATHA HEOTJI0KHOM oMo (HepCJII/IBaHl/Ie

KpOBH, KOMIIOHEHTOB KPOBH, UH(DY3HOHHAS Teparmusi).

[IporHo3 3a6o1eBaHus HEOIATOMPUATHBIN MTPH MO3THO JUATHOCTUPOBAHHOMN TSHKENOM

(dbopMe ranakTo3eMuu (B CBSI3U C OTCYTCTBUEM IPOBEAeHUS CKpUHUHTA). [Ipu paHHeM

Ha3HA4YCHUU JUCTUYCCKOI'0 JICHCHUA JCTU MOT'YT pa3BUBATHCA HOPMAJIbHO.

KpMTepnn OIICHKH KaYeCcTBa MeIII/IHI/IHCKOﬁ NNOMOIIH

Ouenka
Ne Kpurepun xauecrsa BBINOJTHCHHU S
(na/uer)
1 BoinosHeH HEOHaTaldbHBIM CKPUHUHI  (OmpefesieHue ToTajubHOM |[la/Her
" [raylakTO3BI B CyXOM IIATHE KPOBH)
BriroHeHO onpeieNieHne akTUBHOCTH (pepMEHTAa rajiakTo30- Jla/uer
b 1pocharypununrpancdepasst (I'AJIT) ¢ uenpro noaTBEpKICHUS
" |mmarHO3a M MOJIEKYJISIPHO-TeHETHYECKOE UCCIIe0BaHue (TIpU
MOCTAaHOBKE TUArHO3a)
BrinonHeH aHaau3 KpoBU OMOXMMHUYECKHUM 0011eTepaneBTHIYecKuit Jla/uer
(amannnamuHoTpancdepassl (AJIT), acnapraTamMmuHOTpaHCepa3bl
3. |(ACT)) nanmentam ¢ KIuHUYeCKUMH miposiBieHusiMu ['AJl (Ha MOMEHT
MIOCTaHOBKH JMAarHo3a M €ciu He IPOBOAWIOCH B IPEAIIECTBYOmHE 12
MECSIIEB)
BrinonHeH o0muit (KITMHUYECKU) aHaTTN3 KPOBU pa3BEPHYTHIN Ja/ner
4 HayeHTaM ¢ MoJI03pEHUEM Ha rajlakTO3eMHIO U B Ipoliecce

JUHaAMHUYCCKOI'O HaGHIO,HCHI/IH (CCJ'II/I HC MMPOBOJAUJICA B TPCAMICCTBYIOIINEC

12 mecsiieB)
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Brimonneno nccnenoBanne C-peakTUBHOTO OElIKa B CHIBOPOTKE
KpPOBH MALIMEHTaM C KIIMHUYECKUMU NposiBiaeHusiMu ['AJI ¢
LIEJIbI0 TUArHOCTUKHU CENTUYECKUX COCTOSHUN

Jla/Her

Brinmonseno ucciaemoBanue MMPOKAJIBIIUTOHNHA B KPOBU
nanueHTaM ¢ KIMHUYECKUMHU ITPOABJICHUAMU I'AJl c O CJIbIO
JUArHOCTUKH CCIITUYCCKUX COCTOSTHUH

Jla/Her

BrimmonaeHO HCCICA0BAaHUC KHCIIOTHO-OCHOBHOT'O COCTOSAHUSA U
T'a30B KPOBHU IallMCHTaM C KIIMHUYCCKHUMU IIPOSABICHHUAMU T'Allc
OCJIBIO JTUATrHOCTUKU CCIITUYCCKUX COCTOSIHUM

Jla/Het

BrpInoJiHEHBI BCEM MALMEHTAM C KJIMHUYECKON KapTUHOMN TaJIAKTO3EMUU
UCCJIeIOBaHKE 00IIeT0, OMOXUMHUYECKOTO aHanu3a Mouu (OO0mwmii
(xmmHUYeckuid) aHanu3 Mmoun ), (MccienoBanue ypoBHs Kajablids B MOYE,
WccnenoBanue ypoBHS HATPHUS B MOY€ LIMTPATOB, OKCAIATOB B MOYE), a
takke Onpenenenrne KOHIEHTPaui BoJOPOIHbIX HOHOB (pH) Moun,
yaenbHoro Beca mouu (MccnenoBanre Mouu MeT010M 3UMHUIIKOTO
(Coop Mounm ny1st mabopaTopHOTro uccienoBanus, OnpeneneHue oobema
Moun, OnpeienieHne yaeabHoro Beca (OTHOCUTEIBHOM MIIOTHOCTH )
MOUYH)) C IEJBIO OIEHKH (DYHKIIMOHAILHOTO COCTOSIHUS ITOYCK U OTICHKU
PHCKa/CBOEBPEMEHHOM TUAarHOCTUKH (DOPMHUPOBAHHSI KOHKPEMEHTOB

Jla/Her

BrInonmHeH KOHTPOIB KOAryiorpaMmbl (OpUEHTHPOBOYHOTO
uccienoBanue cuctemsl remoctasa): AUTB, MHO, nporpomOuHOBOE
BpeMmsi, pruOpHUHOreH MalKueHTaM ¢ KIMHUYECKUMU TposiBiaeHus M ["AJI
TSI OLICHKU ()YHKIIMOHAJIBLHOTO COCTOSHUS TICUEHU U CBEPThIBAIOIIEH
CHUCTEMBI KPOBHU

Jla/uHet

10.

BEIOTHEHO yIBTPa3BYKOBOE HCCIIEIOBAHNE OPIOIIHON MOIOCTH
(xoMIIeKCcHOE) (eciii He MPOBOAMIIOCH MoceaHue 12 MecseB)

Jla/net

11.

BolnosiHeHa peHTI€HOACHCUTOMETPUS y MAMEHTOB cTapiie 5 jer (eciu
HE MPOBOJUIIOCH B MTOCIIEAHHE 5 JIET)

Jla/net

12.

BrimonHeHa KOHCYNIbTalMs BPa4OM-T€HETHKOM MPU YCTAaHOBJICHUU
nuartosa

Jla/net

13.

BeinonHeHa KOHCYIbTaLMs BpadOM-HEBpoJIoroM (He pexe 1 pasa B 6
MECSLEB AETAM cTapiue 2-3 JeT, He pexe 1 pa3a B roj B3pOCIbIM )

Jla/uet

14.

BrinonHeHa KOHCYIbTalMs Bpada-TieuaTpa/TepaneBTa/ Bpadya 001ei
MPAKTUKY (€CTIU HE MPOBOAMIACH NOCIEAHNE 6 MeCALeB: Kax bple 3
MECAIla Ha MMEPBOM IOy XKU3HU, KAXKIBIC 4 MECAIlla Ha BTOPOM Troay
PKU3HH, KaXIbIe 6 MecsIieB 10 14 net, manee — eXXeroaHo )

Jla/aet

15.

BrinonHeHa KOHCYIbTalKs BPauOM-3HIOKPUHOJIOTOM/BPauOM-IeTCKUM
3HJIOKpUHOJIOroM AeBoukaM ¢ ['AJI B mepuoa mununyoeptara (6-12 mec)
U 110 IOCTHXKEHUHU HIKHEW IpaHuIlbl myOepTaTHoro Bo3pacta (8-10 net)

Jla/uet

16.

BrinonHnen OCMOTp Bpa‘-IOM-O(I)TaJ'ILMOJ'IOFOM HC PCIKC 1 pa3a B 3 roaa cC
LIEJIbIO BHIABJICHHUS TJI1a3HOM IAaTOJIOTHU

Jla/uet
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Has3nauena snuMUHAaLMOHHASA UETa, IPEAyCMaTPUBAOILIAs
[M0KM3HEHHOE UCKIIIOYEHUE U3 PALlMOHA IIPOYKTOB U JIEKAPCTBEHHBIX

Jla/Her

17. [mpemapaToB, CoMEpKANIMXCCOACPIKAIIUX TATAKTO3Y B JTAKTO3Y, BCEM

MalMeHTaM C MOATBEPKICHHBIM Auarno3oM kinaccuueckas [AJI [ u T'AJL

II Bcex Bo3pacToB

Hasnauens! nmpenapartsl kanbius 1 Konekanpiudepona®*, ne Jla/HeT
18.

coJeprKaIlMX JJakTo3y BceM nanuentam ¢ ['AJI crapuie 1 rona
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Hpuaoxenue Al. CocraB padoueil rpynnbl o paspadoTrke U nNepecMoTpy

KJIMHUYECKHUX PeKOMEeHIaluil

1. Baiinakosa I'.B - x.6.H., B.H.c. DI’ BHY "Menuko-reHeTH4eCKUid HAy4IHBIH HEHTP UM.

akagemuka H.I1.boukoBa", umen Poccuiickoro oOmecTsa MEIUIIHHCKAX T€HETUKOB 2.

BapanoB A.A. - akaa. PAH, npodeccop, a.M.H.; moueTHbIi npe3uneHT Coro3a neiuaTpos

Poccun, cosetnuk pykoBoautenss HUM nenuatpuu u oxpansl 3n0posbs aeteit LIKb PAH,

npodeccop kadeaps! neauaTpun u aerckor peeMarosnioruu @I'AOY «Ilepseiit MI'MY um.

N.M. CeuenoBa» Munsznpasa Poccuu (CeuyeHOBCKHMIT YHUBEPCHUTET), TJIABHBIA BHEIITATHBIN

crenuanuct nexuatp Munsapasa Poccun

3. BopoBuk T.J. — nMm.H., mpod., 3aBemyromas Jadoparopuell MHTAHUS 3J0POBOTO H
6onpHOrOo pedenka ®I'AY HMMUL 3mopoBbs apereir M3 P®, unen EBpomelickoro
o0ImIecTBa JETCKUX TacTPOIHTEPOJIOroB, renaronoros u Hyrpuiuoiaoros (EPSGHAN).

4. BymyeBa T.B. — 1.M.H., BeAymuii HAyIHBIA COTPYIHUK JIAOOPATOPUH TUTAHHSI 3]JOPOBOTO
u 6onpHOro pedenka ®I'AY HMMUIL 3noposbst nereit M3 P®, unen EBpomneiickoro
o011ecTBa JETCKMX TacTPOIHTEPOJIOroB, renatonoroB u Hyrpunuosnoros (EPSGHAN).

5. Bamaxkmanze H./I., 1.M.H., pykoBoauTens otaena opdaHHbIX 60ae3Hel 1 MPOPHUIaKTUKH
nHBanuAn3upyromux 3adonesannit HUW nenuatpun u oxpaunsl 310poBbs aerei LIKb PAH
npodeccop kadenpsl paxyapTeTCKON nenuaTpuu neguatpuyeckoro gakynsrera PI'bOY
BO «PHUMY um. H.H. IIuporosa» Munznpasa Poccun,

6. Bummnésa E.A., 1.M.H., 3amectutens pykosoautenss HUW nenuatpun u 0XpaHbl 310pOBbs
nereit IIKb PAH MuHoOpHayku 1o Hay4yHOM pabote, mnpodeccop Kadeapsl
¢dakynbrerckoi nenuarpun neauarpudeckoro ¢akynsrera ®I'bOY BO «PHUMY nm.
H.N. TIuporosa» Munzapasa Poccun, unen Coro3a neguatpos Poccun

7. JertsapeBa A.B — n1.M.H., npod., 3aB. oTnenom neauarpuu MHCTUTYTa HEOHATONOTUH U
neauarpu HanmoHanpHOrO MEIMLMHCKOTO HCCIIEN0BATENbCKOIO LIEHTPA aKyIIEpCTBa,
TUHEKOJIOTUM W mnepuHaronorun um. akan. B.W. KymakoBa, mpodeccop xadempsr
HeoHaTosiornn MHctuTyTa 310poBbs AeTeil [lepBoro MOCKOBCKOro rocyaapCTBEHHOTO
MeaunuHckoro yausepcurera uM. M1.M. Ceuenona, uien Cosera Poccuiickoro obmiectsa

HEOHATOJIOTOB

8. Herrapes A.H.—n.m.H, npod., 3am. nupektopa mo HayuHou pabore HamwmonambHOTO

MECIHUIIMHCKOI'O HUCCICO0BATCIIBCKOT'O LHEHTpa aAKyIIepCcTBa, THHEKOJIOINH n
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nepuHatosiorny uM. akan. B.M. Kymakoa, 3aB. xadenpoit HeoHatosornu MHCTHTyTa

310poBbs Aetel [lepBoro

MoOCKOBCKOTO rocyaapCTBEHHOI'0O MCIUIIMHCKOI'0O YHUBCPCUTETA UM. .M. CC‘ICHOBa, YJICH

Cosera Poccuiickoro o0uiecTsa HEOHATOIOTOB

9.

10.

11.

12.
13.

14.

15.

Kypxosa H.B., k.m.H., Begymui HayuyHblii cotpyaHuk HWW neauatpum u oxpaHbl
3nopoBbst aereit LIKb PAH, unen Coroza mnemmatpoB Poccuu, unen Accouuaruu
MEIUIIMHCKUX reHeTHKoB (AMI)

3axaposa E.I0. — a.m.H., 3aBeAyIOIas J1abopaTopueil HaclIeICTBEHHBIX Oose3Hen
oomena ®I'BHY "Menuko-reneTnueckuii Hay4Hbli 1ieHTp uM. Akagemuka H.IT.boukosa",
wieH Poccuiickoro o01ecTsa MEAUITMHCKUX T€HETUKOB, YWICH €BPOIEHCKOTO 00IIeCcTBa 110
M3YYECHHIO HACTIEICTBEHHBIX OoJe3Helt oomeHa BemiecTB (SSIEM).

3BonkoBa H.I'. - K.M.H., cTapiuii Hay4HBIN COTPYIHUK JIAOOPATOPUH MTUTAHHUS 3IOPOBOTO
u OonpHOro pebenka OI'AY "HayuHblii MEAMIIMHCKHI HCCIEIOBATENbCKUI LEHTP
3mopoBbst neteir" M3 PO, unen EBpomneiickoro o0miecTBa AETCKUX TacTPOIHTEPOIIOTOB,
rernarosnoros u Hyrpunuoioros (EPSGHAN)

Kapesa M.A. - 1.M.H., PI'BY «HMMUL] snn0kpunonornn» Munsapasa Poccun

Ky3zenkoBa JI.M. - a.m.H.,, mpod., 3aBenyromias OTIAEICHUEM IICUXOHEBPOJIOTUU H
ncuxocomarnueckord marojgorun GI'AY "HayuHblii MEIUIMHCKHUI MCCIIEI0BATEIbCKUI
LEHTp 3/10poBba feteil" M3 PO

Kyues C.U. — unen-xkopp. PAH. npod., 1.M.H., mpe3uaeHT Accoruanui MeIUIIMHCKUX
reHeTukoB Poccuu, 4iieH npe3uanyma npasieHus Poccuiickoro o6mecTBa MeIUITMHCKUX

T'€HECTHUKOB

MuxaiijgoBa C.B. - 1.M.H., 3aBeyroias oTAeIeHUeM MeIUIIMHCKOM reneTuku OI'bY

«Poccuiickas nerckast KTuHUYecKas 0osbHHUIA» Mun3apasa Poccun

16.

18.

Hazapenko JL.IL. — npodeccop, 1.M.H., 3aMECTUTEIb AUPEKTOPA 110 HAYYHOU U JledeOHON
pabote, pykoBoauTeNnb Jaboparopuu HaciencTBeHHOU maronoruun HUW memumuHCKoi
reHetuku, Tomckoro HUMIIL PAH, unen Accoruanuu MEAUITMHCKUX reHeTUKOB (AMI).
17. Hama3zoBa-bapanosa JI.C. - npe3uaent Coro3a neauarpoB Poccuu; nacT-npe3nieHT
EPA/UNEPSA; pykoBogutens HUW neauatpum u oxpaunsl 310poBbs neteit [IKb PAH,
3aBeAyromas kKadenpoil GakyabTETCKOW TMeauaTpuu TeAuaTpudeckoro ¢akynbTeTa
®I'bOY BO «PHUMY um. H.U. IIuporosa» Munznpasa Poccun, rinaBHbIN BHEIITATHBIN

JETCKUM CTICTIHAIIUCT 110 TpoduiiakTHIeckor Meaunuae Mun3apasa Poccun

Hukonaesa E.A. - 1.M.H., ipo¢., uieH Poccuiickoro odmiecTBa MeTUIIMHCKUX T€HETUKOB
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19. JlaBpoBa A.E. — n1.M.H., n.0. pykoBoauTenss uHcturyra [lennatpum YHUBEPCUTETCKOM
kinHukn OI'BOY BO “IIpuBOIKCKMI UCCIIEOBATENbCKUA MEAMIMHCKUM YHUBEPCUTET
MunzapaBa Poccun, 3aBenyromuii 2 NeAUaTPUYECKUM  OTIEJIEHHEM C  MEIUIIMHCKON
peadbunuTamue

20. Jlapumna E.A. - Bpau-nabopantr ®I'BHY "Menuko-reHeTHYECKU HAYYHBIN IIEHTP WM.

akagemuka H.I1.boukoBay, uieH Poccuiickoro o0mecTsa MEIUIIMHCKUX T€HETHKOB

21. IIvippeBa E.A.- k.M.H., 3aBeayronIui J1abopaTopueil BO3PACTHOW HYTPHUIIMOIOTHUH
OI'BYH OUIL] nutanus, OMOTEXHOIOTHH U OE30MMaCHOCTH TTHIITH.

22.  Penuna C.A. — x.M.H., Bpau-reHeTuk ®I'BHY "Meauko-reHeTuueckuii HayuyHblid LEHTP
nM. akagemuka H.I1.boukoBa ", yeH Acconuanuy MeIUIIMHCKUX reHeTHKOB Poccun

23. Ceaumssanona JI.P. - k.M.H., Benymuii Hayunblil cotpyaauk HUW nenuarpum u oxpansl
3nopoBbs  nereit LIKb PAH MunoOpHayku, noueHT kadeApbl NEAUATPUH U JETCKOM
pesmatonorun PI'AOY «llepepiit MI'MVY wum. HN.M. CeuenoBa» MunsnpaBa Poccuu

(CeuenoBckuii Yuuepcurer), wien Coro3a [lenuatpoB Poccun

24. CMmupnoBa O.51. — Bpau-reHeTuK, CTaplinii Hay4yHbIH COTPYAHUK OT/I€JIa CTAHIapTU3ALNU
Y U3y4YEHHUs OCHOB JloKa3aTenbHo meaunabl HUU neguatpun u oxpansl 310poBbsa nereid LIKD

PAH
25. CtpoxoBa T.B.- npodeccop. PAH, n.M.H., 3aBenyromuii OTJAEICHHEM MEIUATPUUIECKOM
racTposHTeposioruu, remaronoruu u auerorepanuu ®I'bYH OUILL nutanus, 6HOTEXHOIOTHH U
0e30macHOCTH MUIIM; 3aB.Kadenpoil racrtposnTeponoruun u aueronorun PI'AOY BO PHUMY
nm. H.1.ITuporosa Munsapasa Poccun.
26. Tapan H.H.- k.M.H.,, cTapmuii Hay4yHbIi COTPYAHUK OTIECICHUS IE€INAaTPUUYECKON
racTposHTeposioruu, remaronoruu u auerorepanuu ®I'bYH OUILL nutanus, 6HOTEXHOIOTHH U
0€30MacHOCTH MUINM; aCCUCTEHT Kadeapsl ractposHteposioruu u aumeronorun ®IAOY BO
PHUMY wum. H.W.IIuporosa Munsapasa Poccun.
27. ®ucenko A.Il. - mpodeccop, n.m.H.,, mupektrop PI'AY "HMMUIL 3n0poBes nereid”
Munsapasa Poccuun

®enoceenko M.B. - k.M.H., 3aBenyomas OTAEIOM Pa3pabOTKH HAYYHBIX MOAXOJOB K
MMMYHM3AIIH [TalMEHTOB C OTKJIOHEHUSMU B COCTOSIHUM 3/I0POBbS M XPOHUUYECKHUMHU OOJIE3HIMM,
BEAYLIMI HAYYHBIA COTPYAHUK, Bpau-nienuarp HUU negunatpum u oxpansl 310poBbs Aeter LIKb
PAH MunucrepctBa Hayku U Beiciiero oopasosanust Poccuiickoit @enepanuu, 101eHT Kadeapsl
¢bakynbpTeTcKoi neauaTpun neguatpuyeckoro gaxyasrera ®I'OY BO

«PHUMY um. H.1. [Tuporosa» Munszapasa Poccun, wien Coro3a neguarpos Poccun
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Aemopvl  noomeepoicoarom  omcymcmeue — (QUHAHCOBOU  NOOOePIHCKU/KOHGIUKmMA

uUHmMepecos, KOMopbwvlii He0OX00UMO 0OHAPOO0BAMb.

Ipuioxenue A2. Meronos10rusi paspadoTKu KIMHUYECKUX PEKOMEeHAauM i

HeseBasi ayIuTOPUS JAHHBIX KIMHHUYECKUX PeKOMeEHIalMii:

. Bpaun-neaunatpsi

. Bpauu-reneruku

. Bpauu-nueronoru

. Bpauu-ractposnreposuoru

. Bpa4U-3HAOKPUHOJIOTU

. Bpauu-tepanesTsl

. Bpauu o01ieit npakTUku (ceMeliHble Bpauu)
. Bpauu-Heonaronoru

. Bpauu-nesponoru

. MeauuuHCKe CUX0JI0TU

. Hedexromoru

. CrynenTtsl MequuuHckux BY30B, opanHaTopsl.

MeTOIlI)I, HCIIO0JIb30BAaHHBIC AJIs] c60pa/ce.11e1cum1 A0Ka3aTeJbCTB: IIOMCK
B DJICKTPOHHBIX 0azax JaHHBIX.

Onucanue MeTO10B, HCMOJIb30BAHHBIX JJIs1 CO0Pa/CeIeKIMHU 10KA3aTeIbCTB:
J0Ka3aTeNbHON ©0a30i i1 peKOMEHJalui SBJISIOTCA NyONMKaluu, BOLIEAIINE B
Kokpanosckyro 6nbaunoreky, 6a3sl nanusix EMBASE u MEDLINE. I'nyOouna noucka coctasisiia
20 ner.
Metoabl, HCIIOJIb30BAHHBIE /ISl OLIEHKU KAa4ecTBAa U CHJIbI 10KA3aTeIbCTB:
. KoHceHncyc axcnepros;
. OneHka 3Ha4MMOCTH B COOTBETCTBUM C PEUTUHIOBOM CXEMO.
Metoabl, HCIIO/Ib30BAHHbIE /ISl AHAJIN3A 10KA3aTeIbCTB:
. O0630pbI OITyOJIMKOBAaHHBIX METa-aHATU30B;
. Cuctemaruueckue 0030pbI ¢ TAOIUIIAMH JJOKA3aTEIbCTB.

Onucanune METOAO0B, HCITOJIB30BAHHBIX 1JIM AaHAJIMU3A J10KAa3aTeCJIbCTB:
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[lpu orbope mnyONMKanWii Kak TOTCHUIUAIbHBIX HMCTOYHHKOB JIOKA3aTENbCTB
HCIIOJIb30BAHHAA B KAXKIOM HCCICIOBAHUNU MCTOHNOJIOIUA U3Y4YaCTCA IJIsd TOTO, YTOOBI Y6eﬂI/ITbC$I
B €€ BaJIMAHOCTH. Pe3yanaT HU3YUCHUA BJMACT HAa YPOBCHL NOKA3aTCIbLCTB, HpHCBaHBaeMBIfI
myOJIMKAINK, YTO, B CBOIO OUEPEIb, BIUSACT HA CHITY BBITCKAIOIINX M3 HEC PEKOMEHalNi.

Ha npouecce orieHkH, HECOMHEHHO, MOKET CKa3bIBaTbCs M CYOBEKTHBHBINA (aktop. s
MUHHMH3ALUN TOTCHIUAIBHBIX OMIMOOK KaXKI0€ MCCIIEOBAHUE OI[CHUBAJIOCH HE3aBHCHUMO, T.€.
[0 MEHbIIEH Mepe IByMsl HE3aBHCUMBIMHU YieHaMu padoueil rpymmbl. Kakue-nubo paznuuus B
OLIEHKaX 00CYKIaJMCh BCEH TPYIIONW B MOJHOM cocTaBe. [Ipu HEBO3MOXHOCTH JOCTHKEHUS
KOHCEHCYCa MPUBJIEKAJICS HE3aBUCUMBIN JKCIIEPT.

Tadauubl 10Ka3aTEJbCTB:

TaGnuier qOKa3aTeNbCTB 3aNOTHITUCH WIEHAMH paboueil rpyIbI.

MeToabl, HCNOJIL30BaHHbIE 115 GOPMYJIHPOBAHUS PEKOMeEHIALMIA:

Koncencyc sxcmepros.

Ta6auna 1.111kana oueHku ypoBHe# goctoBepHOCcTH aokazarenscTB (Y I /)nns metonos
JTUArHOCTHUKY (JIMarHOCTHYECKUX BMEIIATEIIHCTB)

YA Pacuu¢pposka

1 Cucrematuueckre 0030pbl HCCIEAOBAHUNA C KOHTPOJEM pedepeHCHBIM METOJOM WIU
CUCTEeMAaTUYECKUH 0030p paHJAOMHU3UPOBAHHBIX KIMHUYECKUX HUCCIECIOBAaHUA C
MPUMEHEHUEM MeTa-aHaan3a

2 OtnenpHBIE HMCCIENOBAHUS C KOHTPOJIEM DPEPEPEHCHBIM METOJIOM WM OTJEIbHBIC
PaHIOMU3UPOBAHHBIE KJIMHUYECKHE HCCICJOBAHUS M CHCTEeMaTH4YeCKue 0030pbl
HCCIIEIOBaHMM JTH000TO0 AM3aiiHa, 32 UCKIIOYEHUEM PAHIOMH3UPOBAHHBIX KIMHHUYECKUX
MCCJIEI0BaHMI, C IPUMEHEHHEM MeTa-aHalln3a

3 HccnenoBanust 0e€3 MOCIENOBATENBHOTO KOHTPOJIS pPEe(GEPEeHCHBIM METOIOM HIIU
UCCIIEIOBaHMUSI C PEPEPEeHCHBIM METOJOM, HE SBISIOIIMMCA HE3aBUCUMBIM OT
UCCJIETyEMOT0 METOJia UM HEepaHJAOMHU3UPOBAHHbIE CPABHUTENbHBIE MCCIEAOBAaHUSA, B
TOM YHCJI€ KOTOPTHBIE UCCIIEA0BAHUS

HeCpaBHI/ITeHBHHC HCCJICAOBAHUS, OITMCAHUC KIIMHUYCCKOTO ClIydas

5 Nmeertcs nuiib 000CHOBaHNE MEXaHU3Ma JAEUCTBUSI UM MHEHHE SKCIIEPTOB

Tabauua 2.111kana oneHKH ypOBHEH JOCTOBEPHOCTH jqokaszarenbets (Y /)ans metonos
poUIaKTUKH, JeUeHUs U peadrinTanuu (MpoPUIakTUYECKUX, Je4eOHbIX, peadMINTAIIMOHHBIX
BMEIIATENIbCTB)

YA Pacun¢pposka

1 Cucremarnueckuit 0630p PKU ¢ mpuMeHneHneM mera-aHanu3a

2 Otnenpapie PKM u cucremarnueckne 0O030pBI HCCIIEIOBAHUM JIFOOOTO nOM3aiiHa, 3a
uckiroueHrnem PKH, ¢ mpumenenneM Mera-aHanusa

3 HepaHIlOMI/ISHpOBaHHBIe CPaBHHUTCJIbHBIC UCCIICAOBAaHN, B T.4. KOTOPTHBIC UCCIICAOBAHUA
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4 HCCpaBHI/ITeHBHBIe HUCCICA0BAaHMs, OMMUMCAHUC KIMHHUYCCKOTIO CiIy4dasa WM CCPUU CIIydacB,
HCCICa0BaHUA «CJ'Iy‘l&fI-KOHTpOJ'IB»

5 WNmeercst numib OOOCHOBAaHWE MEXaHW3Ma JCHCTBUS BMEMIATENLCTBA (IOKIMHHYECKUE
MCCJIEI0BAHMS ) UJIM MHEHHE SKCIIEPTOB

Tab6anna 3.111kana onieHKu ypoBHE#N yoenuTenbHOCTH pekoMeHaanuii(YYP) s metonos

npoUIaKTUKY,  JUArHOCTHKH,  JIeYeHHs ©u  peadminutaunud  (IpOoQHIAKTUYECKUX,
JMAarHOCTHYECKUX, JIEYEOHBIX, PEa0MINTALIMOHHBIX BMEIIATEIHCTB)

YYP Pacuu¢pposka

A CunbHas pexkoMmeHJalus (Bce paccMaTpuBaeMble KpuTepud 3((HEKTUBHOCTH

(I/ICXOI[BI) SABJIAIOTCA BaXXHbIMH, BCC HCCICAOBAHHUA HWMCIOT BBICOKOC HWIIH
YAOBJIECTBOPUTCIBbHOC METOJOJIOTNYCCKOC KAY€CTBO, UX BBIBOJKI I10

MHTEPECYIOIIUM UCXO0/1aM SIBJISIFOTCS COITIACOBAHHBIMHU )

B YcnoBHas pekoMeHIanus (He BCe paccMarpuBaeMble KpuTepuu 3¢G(HEKTUBHOCTH
(ucxonpl) SIBISIFOTCS BaXXHBIMH, HE BCE MCCJEJOBAaHUS MMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEILHOE METOAOJIOTMYEeCKOe KadecTBO W/WIM HMX BBIBOJBI 110
WHTEPECYIOIIUM UCXO0/IaM HE SBIISIOTCS COTJIACOBAHHBIMHU )

C Crnabast pekoMeHaanus (OTCYTCTBUE JOKA3aTEIIbCTB HAJUICKAIIETO KadecTBa (BCe
paccmarpuBaeMble KpUTEpUU IPPEKTUBHOCTH (MCXOJIbI) SIBIISIOTCS HEBAKHBIMH,
BCE HCCIICJIOBAHUSI HMEIOT HM3KOE METOI0JIOTHYECKOE KAUueCTBO M UX BBIBOJIBI 11O
WHTEPECYIOIIUM HCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

I[Mopsinok 00HOBJIEHUS] KIMHUYECKUX PEKOMEHIaM.

MexaHu3M  OOHOBJIEHHS  KJIIMHUYECKHMX  PEKOMEHJAlUMH  NpeIycMaTpuBaeT  UX

CHUCTEMATHUYECKYIO aKTyaJIU3alli0 — HE PEKe YeM OJIMH Pa3 B TPU r0J1a,a TaKKe MPH MOSBIECHUN
HOBBIX JAHHBIX C TMO3MIMH JO0KA3aTEIbHOM MEIUIIMHBI 10 BOMPOCAM JIUAarHOCTHKHU, JICUCHHUS,
NpoPUIAKTAUKK W peabWIUTallud KOHKPETHBIX 3a00JIeBaHMM, HAIUYUU OOOCHOBAHHBIX

JIONIOJTHeHNH/3aMedanuil k paHee yrBepkaEHHBIM KP, HO He yaie 1 pa3a B 6 Mecsiies.
IIpuioxkenue A3. CripaBo4HbIe MaTepHAJIbl, BKJIKYAas COOTBETCTBHE
NMOKA3aHNH K MPUMEHEHUIO U IPOTUBOINOKA3AHUI, CIIOCO00B NPUMEHECHUS U
103 JICKAPCTBEHHBIX NPEeNapaToB, MHCTPYKIUH IO NPUMEHEHHUIO

JEKAPCTBCHHOI'O Iperaparta

1. IIpukaz Munsnpascoupazsutusg PO Ne 185 or 22.03.2006 roga «O MaccoBoM

o0cne0BaHUY HOBOPOXKICHHBIX JIETCH HA HACTEACTBEHHBIE 3a00JICBAHMSY,

2. [Ipukaz MuHHCTEpCTBA 3ApABOOXPAHEHUS M COLMANbHOroO paszButus PP ot 16

ampens 2012 . N 3661 "O06 yrBepxaenuu [lopsnka okazanus rneauaTpuaeckoil momomu"

54




3. [TocranoBnenue IIpaBurennbctBa Poccuiickoit @eneparuu ot 9 anpens 2015 roxa
Ne333 "O6 yrBepxkaenuu IlpaBun ¢opmupoBaHus HepedHs CIEHUATN3UPOBAHHBIX MPOJYKTOB
JIe4eOHOro MUTAaHUsA VI IeTeli-UHBAINI0B"

4. ®enepanbHbiid 3akoH 0T 25.12.2018 Ne 489 489-D3 «O BHECeHHM W3MEHEHUH B
crathio 40 denepanbHOro 3aKoHa "OO0 00s3aTEIFHOM MEIUIIMHCKOM CTpaxoBaHuu B Poccuiickoi
@enepaunn" u PenepanbHblil 3ak0H "OO OCHOBaxX OXpaHbl 310pOBbs rpakaaH B Poccuiickoii
®denepanuu" 10 BONPOCAM KIMHUYECKUX PEKOMEHIAIUN.

5. [Tpuka3z Munznpasa Poccuu Ne 1031 ot 28.02.2019 1. «O06 yTBEep>)ACHUU TOPSIKA
U CpPOKOB pa3pabOTKH KIMHUYECKUX PEKOMEHJAlui, HMX IepecMoTpa, THUIIOBON (Hopmbl
KIIMHUYECKMX PEKOMEHJAIMi W TpeOOBaHMA K WX CTPYKType, COCTaBy M Hay4HOU
000CHOBAaHHOCTH BKJIFOUa€MOM B KIIMHUYECKUE PEKOMEHIAINHI HH(DOPMALIUN».

6. [Ipukaz MunzgpaBa Poccun ot 13.10.2017 N 804u "OO6 yTBepKIeHHUH
HOMEHKJIATYpbl MEAUITUHCKHUX yCIyT".

7. [Ipuka3z MunucrepctBa 3apaBooxpanenus Poccuiickoit denepanun (Munzapas
Poccun) or 20 nexabps 2012 r. N 1183n r. MockBa "OO yrBepkiaeHun HomeHknaTypbl

JOJDKHOCTEN MEAUIIMHCKUX PAOOTHUKOB M (papMarieBTUIECKUX PaOOTHUKOB'.
Ipunoxenue A3.1 XuMudecKkrid coCcTaB 0€3J1aKTO3HBIX JeTCKUX CMeCeH,
KOTOPbIC MOI'YT UCIIO0Jb30BATbHCH B JUCTOTCPAIIHNH I'PYAHBIX I[eTeﬁ C
rajgakro3zemueii (r / 100 mu) (sxmrouenst B Pacniopsikenue [paBurenscrtea PO or 7

nexadbps 2020 r. Ne 3242-p O6 yTBepKIEHUH MEPEUHs CIIEHUATU3UPOBAHHBIX IPOAYKTOB

Je4eOHOro MUTaHus AJs AeTednHBanua0B Ha 2021 r.)

KauecTBenHblii XuMu4ecKuii JHeprernye
cocTaB €oCTaB, I cKasi
Hcrounuk
YIJ1eBO/10B IEHHOCTh,
Ha3Banue cmecn Oesaka
Beank | Kup | Yriaeson KKaJI
H bl bl
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Cnennanu3upoBaHHbl U
MPOIYKT JIETCKOI0
IIMETUYECKOTO
J1eueOHOro MUTAHUA JUIS
JIETEe paHHETO BO3pacTa
Ha OCHOBE  M30JIATa
COCBOI0 Ocika
Hyrtpunak  (Nutrilak)
Premium

(cyx cmech)

N3onar
COEBOTO

OeJika

Cupon
TIIFOKO3bI

1,8

3,6

6,8

67

Crneunanu3upoBaHH
bIi1 HPOAYKT
JIETCKOT0
JTMETUYECKOT O
Je4yeOHOro  MUTAHUsA
JUld  JeTell paHHero
BO3pacTa, cMech
CriellManu3upoBaHHA
s cyxas
0e3J1aKTo3Has
"HyTpuiak

(Nutrilak) Premium
besnakTo3Hprit" ****
(Menkuii cyxoit
HOPOLIOK)

ChIBOPOTOYHBIM
0eJoK:
Ka3eHHOBKIN
oenox 50:50

Cupon
TJIIOKO3BI,
MaJIbTOJIEKCTP
UH

1,4

3,45

7,4

66

Ipuioxenune A3.2 IIpoayKThl, coaepkaliue raJJakTro3uabl, 1 0orarpie

IIMKOIIPOTCHHAMMU

T"'amakTo3uasl

- 6000BBIE (TOPOX, 600BI, (haconb, YeUeBHUIIA, MAIll, HYT) - COsI (HO HE U30JISIT COEBOTO OelKa);
- IITIUHAT; - KaKao, IMIOKOJa; - OpPeXH.

FJ'II/IKOHp OTCHHBI

- TIeYeHb, MIOYKHU, MO3THU U JIpyrHe CyOnpOayKTHI;

- ICYCHOYHBIN MaITeT, JUBEPHAs Konbaca;

56




Ipunoxenue A3.3 IlpuMepHbIe CPOKH BBeACHHUS MPUKOPMA I€TAM MEPBOT0

rojia ;KM3HMU ¢ rajlakrodeMuen

IIpumepHas cxema BBEJIEHUS IPOAYKTOB OOJIbHBIM I'aJJaKTO3EMUEHN MIEPBOT0 I0Aa KU3HU

HaumeHoBaHUe NPOAYKTOB U
0J11011; T, MJI

Bo3spacr, mec

4-6 7 8 9-12
OBomrHoe Mmope 10—150 150 150 150
be3zmonoynas kama 10—-150 150 180 200
Msicaoe mope™ 5-60 70 80 90—-100
Pr16HO€ mrope - - 5-30 30-60
Kenrox** - - - 1/8
OpyKTOBOE MIOpE 5-60 70 80 90-100
@pyKTOBBIN COK - - 5—60 80—100
PacturenbHoe macio 1-3 5-7 6-10 6-10
Xneb, cyxapu (MpU OTCYTCTBHU B - - 5 10
HUX MOJIOYHOU COCTaBJISIOILICH )
Ileuense (npu OTCYTCTBHH - - 5 5
MOJIOYHOM COCTaBJISIFOIIIEH )

TBopor, cbip

Kedup 51 Ipyrue
HEaJaNTUPOBAHHbIE KHCIOMOJIOUHBIE
HaIlUTKU

Xneb MIICHUYHBIN, cyxapu,
NMe4eHbe M Jpyrue  xjeboOynodHbIe
U3JeNus, Co/IeprKallue MOJIOKO U

MOJIOYHBIE POAYKTBI

He ucnonb3yrorcs

Ipumeuanue. ¥ — c 6 mec, ** — He panee 10 mec.
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Ipunoxenne A3.4 BO3: kinaccupukanus HapyleHH MUIIEBOr0 CTaTyCa

Hapymenue 0-5 ser 5-19 aer
Jedunut Maccer MT/Bo3pact NMT/Bo3pact <-
TeJIa JIETKOW CTEIEHH MT/poct 1SD no -2SD
<-1SD no -2SD
Jedbunut maccol MT/Bo3pact NUMT/Bo3pact <-
TeJa CPeHEN CTENEHU MT/poct 2SD no -3SD
<-2SD no -3SD
Tsoxensiid MT/Bo3zpact NMT/Bo3pact <-
Ae(UIUT MacChl Tena MT/pocr 3SD
<-3SD




Ipunoxenune A3.S. Pacmu(ppoBka npumMedyaHui
...** — mpemapaT BXOAUT B TMEpPEYEHb >KU3HEHHO HEOOXOAMMBIX M Ba)KHEHIIMX
nekapcTBeHHBIX npemnapaTtoB (Pacnopspkenue [IpaBurensctBa PO ot 12.10.2019 Ne 2406-p «O06
YTBEPKACHUH MEPeyHsl )KM3HEHHO HEOOXOIMMBIX U BaKHEHIINX JIEKAPCTBEHHBIX MpPEnapaToB Ha
2020 rox, a TakXke NepeyHEl JEKApCTBEHHBIX IPENapaToB s MEIULUHCKOTO MPUMEHEHUS U
MUHHMAaJIBHOTO aCCOPTUMEHTA JIEKAPCTBEHHBIX IPENapaToB, HEOOXOIUMBIX JUIS OKa3aHHUs

MEIUIIMHCKOM rmomotuy, Pacnopsukenue [IpaButenscta PO ot 23 Hos6pst 2020 r. Ne 3073-p

# - npumenenue off-label — BHe 3aperucTpUpOBaHHBIX B MHCTPYKIMH JIEKAPCTBEHHOTO
CpeICTBa TOKAa3aHHW OCYHIECTBIIAETCS IO PEIICHHI0 BpaueOHOW KOMHUCCHH, C pa3perieHHs
JIoKambHOTO ATHYECKOTO KOMHUTETa MEAMIMHCKOW OpraHu3anuu (Mpu HaJIW4YWHU), C yCIOBHEM
MOJNMCAHHOTO HWH(MOPMHUPOBAHHOTO COTJIACHS POJUTENIC (3aKOHHOTO TIPEICTABUTEINSA) U
nanueHTa B Bo3pacte crapiie 15 ner;

*ARE - crnennarM3upOBaHHBIN MPOIYKT JeUYeOHOr0 MUTAHMS, BKIIOYCHHBIA B MEpEUYCHb
CHEIHATM3UPOBAHHBIX TPOAYKTOB JiedeOHOro mnurtaHusi s aeteii-unBanunoB (Ilepedens
CHEIMaTU3UPOBAHHBIX MPOAYKTOB JIEUEOHOTO THWTaHUs aJisi Jered-uHBanuaoB Ha 2021 rog,
yTBEpKACHHBIN pacnopsbkenrneM [IpaButenbctBa Poccuiickoit @enepaunu ot 7 nexadps 2020 r.

Ne 3242-p).
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Ipunoxenue b. Anropurmsl aeiicTBUil Bpadya

Cxema
- N )
NONOXMTENbHLIA HEOHaTanbHbLIA
CKPVHWHI MMM NALMEHT C
| M0A03peHuen Ha ranaktosemuio
¥
-
noaTeepxaatoLLas auarHocTuka
.
KOHCYNLTaLAs
npogunEHoro AnarHos
crneuranucTa NOATBEPKAEH
HazHa4YeHne guetToTepanyK
aucnaHcepHoe HabniogeHwe
AnHaMUYecKoe AneTtoTepanus
HabnogeHue athhekTuBHA

aHanua

KIIMHUYECKUX W

nabopaTopHBIX
OaHHBIX




IIpuaoxenue 5.1 AJropuTM noaTBep:;KIAIOIEH TUATHOCTHKH rajakrosemMuu I tuna

L KOHUEeHTpauwusa TOTansHOW ranakTo3el Bhille DTPG!:!HOIH TOYKKH 1

l

onpeaeneHve akTuBHocTw FANT®,
yacTble MyTauuu reqa GALT

i T |

kTuBHoCTe FTAJTT - HOpMa,
{ aktueHocTe TANT < 10 % ] [ aktverHocTe FANT 10-75 % 8 o Il Hop
4acTbiX MyTaLKK HET
[IBe YacTbie ofHa yacTas St 0aHa YacTan
MyTaUum B reHe MYTaLUuWs B reHe MyTaLUus B reHe Knaccu4eckas ranaktosemus
YT MYTALNA B feHe
GALT GALT, Het GALT GALT, sapuaHT UCKNIoYeHa
YacThix MyTauuit [Oyapre
nonHbIA aHanua resa GALT
BbIfBNEHBI 2 BhIFENEHa 1
MyTauun B MyTaumna B
reHe GALT reHe GALT
oBpokayecTeeHHan
A g P i npK KoHUeHTpauuu GAO Bhllwe
KnaccH4yecKkan ranakrozeMma CONoOCTaBneHue KNUHWYeCcknx 1 ranakTo3eMuA |, 2
OTPE3HOi TOUKM - UCCREaoBaHme
NoATBEpHIEHA nabopaTopHbIX AaHHbIX ranakTosemus/yapte,

ﬂyapTef,[lyapTe, HOCWTENBCTBO renos GALK  GALE

* = HEWHDOPMETUBHO NPU NEPENUBAHHN KOMNOHEHTOB KPOBM

GAO-toranpHasg



Hpuiaoxenue B. Undopmauus 14 nanueHra
YTO TAKOE I'AJIAKTO3EMUA?

["anakTo3eMus - oJJHa U3 HACJIEICTBEHHBIX 0oJie3HEH 0OMeHa BemecTB. DTO JOCTAaTOYHO
penkoe 3aboneBaHue. l'anmakro3emMusi BO3HUKACT, €CIM Yy peOEHKa OTCYTCTBYET CIIOCOOHOCTB
pacLIeIIsATh caxap, CoAep Kaluiics B MOJIOKE. DTO MPOUCXOIAUT U3-3a HapylleHUs (MyTaluu) B
CTPYKTyp€ TI€Ha, KOTOpBIH OTBEYaeT 3a CHUHTE3 (EepMEHTa, YYacTBYIOIUX B MeTaboau3Me
raJlakTO3bl, OJHOIO U3 IIPOCTBIX caxapos. ['anakTos3a u €€ Npon3BOJHbIE HAKAIUIMBAKOTCS B KPOBU
U TKaHSX, OKa3blBasi TOKCMYECKOE JIEHCTBUE Ha IIEHTPAIbHYIO HEPBHYIO CHCTEMY, IIE€YEHb U
XpYyCTaJIMK IJ1a3a, YTO ONpeseNaeT KIMHUYECKHE IPOsIBIEHUS 00JIe3HU.

KAK YACTO BCTPEYAETCA I'AJIAKTO3EMMUSA?

lNanakrozemusi penkoe 3a0osieBaHue. YactoTa rajakTo3eMUd B CpPEIHEM B MHpE
cocrasiseT 1: 60 000- 1: 70 000. BoiaenstoT HECKOIbKO (OPM rajlakKTO3EMHUH, B 3aBUCHUMOCTH OT
TOTO B KAKOM M3 T'€HOB IPOM30ILIA MyTalus, IPU 3TOM MOJABJISIONIEe OOJIBIIMHCTBO CIy4acB
3a0oneBaHus o0ycnoBieHO MyTalusmMu B reHe GALT (koaupyeT ¢pepMeHT ranakro3o-1-gocdar
ypuauiarpancdepasy) U NpUBOIAT K  ramakrozemuu Tun 1. Taxoke BBLAEISAIOT OTAEIbHBIN
BapUaHT rajlakTo3eMuu TN | — ramakrosemuro -/lypare, mpu KOTOpOil akKTMBHOCTb ()epMEHTa
GALT HecKOJIbKO CHM)KEHA, YPOBEHb TalaKTO3bl IOBBIIIEH, HO TSKENbIE KIMHUYECKUE
MIPOSABJICHUSI OOJIE3HM HE Pa3BUBAIOTCS U OOJIBIIMHCTBO M3 TE€X, KTO MMEET 3TOT BapHUaHT He
HYKJAIOTCS B IUETOTEPAIINY.

JIBa 1pyrux Tuma rajakTo3eMHUH — THI 1 ¥ Tl 3 BCTpedaroTcs KpallHe peaKo.

KAK INPOABJISAETCS I'AJTAKTO3EMUA?

[IepBble MPU3HAKYM rajaTOE3eMUHU TUII 1 MOTYT MOSBUTHCS YK€ Ha MEPBOM HEJENE KU3HU
HOBOPOJKJICHHOTO, M OHHM CBSI3aHbl C HapylIeHHEM pal0oThl MeYeHH. Y HOBOPOXKIECHHOTO
HaOI0AaeTCs KeNTyXa U CHUKEHHE YPOBHS TIIOKO3bl B KPOBH, YBEIMYEHHE Pa3MEPOB KHUBOTA.
3aTeM MOT'yT BO3HUKHYTbh CUMIITOMBI IIOPAYKEHUS HEPBHOU CUCTEMBI, 4 TAK)KE PBOTA, CPHITMBAHUS
U JpyTue€ HapyLIEHUS CO CTOPOHBI XKETYJOYHO-KUIIEYHOTO TPAKTa. Y OOJBbHBIX rajlakTO3eMHEn
TUIl |  He MoJyYaroluX Teparnuio pa3BUBAETCs IUPPO3 NMEYEHH, KaTapakTa. Bcex aTuX TskenbIx
KJIIMHUYECKUX MPOSBIEHUI TrajakTO3eMHUU MOKHO H30eXkaTh, €CIM BO BpeMs HadaTh JIEYUTh
pebenka. [Ipu oTCyTCTBUU JeueHUs I€TH ¢ rajakro3eMuell Thn 1 moru0aroT Ha IEPBOM TOAY
KU3HU.

KAK HACJIEAYETCA I'AJTIAKTO3EMUSA?

l'amakTo3eMusi OTHOCUTCS K HACJEACTBEHHBIM 3a00JIeBaHUSM M MeEpedaercss 1o

AYTOCOMHO-PCIICCCUBHOMY THUITY. 910 3HA4YUT, 4TO 00JIe3Hb MPOABJIACTCA TOJIBKO B TOM CJIy4ac,



ecii 00a pOUTEINS SBISIOTCS HOCUTEISIME U, XOTSI CAMH OHH HE OOJICIOT, IEpeIaloT peOCHKY JBa
MOpaXeHHBIX TreHa. BoibIIMHCTBO ceMel, riae ecTb peOEHOK C 3TUM 3a00JeBaHUEM, HE
CTAJIKUBAJIMChH PaHbIlIe C MOJO00HOM polieMoii. PUCK MOBTOPHOTrO poXaeHUs 00JIbHOTO peOeHKa

B CEMBE, TJI€ YK€ €CTh OOJIbHBIE I€TH, COCTABIAET 25% Ha KXyl OEpEeMEHHOCTb.

Bce cempn c ramakroe3aMuei JOIDKHBI 0053aTENIbHO TPOWTH MEAUKO-TEHETHYECKOe
KOHCYJIbTUPOBAHUE M TMOJY4YUTHh MOJHYIO HMH(OpManMIO OT  Bpaya-TeHETHUKa O  pHUCKE
MIOBTOPHOTO MPOSIBJICHHS] AAHHOTO 3a00JeBaHHsI B CEMbE, OOCYIUTh CO CHEIHMAIMCTOM BCE
BOIIPOCHI, CBSI3aHHBIE C HacienoBaHueMm 3abosneBanus. B Poccum menuko-reHeTHueckue
KOHCYJIbTallMM paboTaIOT MPAKTHYECKH B Ka)KJJOM PETHOHE.

YTO TAKOE CKPUHHUHI' HOBOPOXXJIEHHBIX HA 'AJTAKTO3EMHIO?

Uro0Osl n30exarbh pa3BUTUS TAKEJBIX KIMHUYECKUX IPOSBICHUMN TajJaKTO3E€MHUH, HAJO,
9TOOBI HOBOPOXKJICHHBIN OBUI TECTHPOBAH HA TAJAKTO3EMHIO, T.€. OH JIOJDKCH TNPOWTH TaK
Ha3bIBA€Mbli HEOHATAIbHBIA CKPUHUHT. CKPUHUHT HaYMHAETCS C TOTO, YTO Y HOBOPOXKIEHHOTO
Ha 4 - 5 JeHb XKU3HU OepyT M3 MATKH HECKOJBKO Kamellb KPOBHM, KOTOPYIO HAHOCAT Ha
crenuanbHyo QuibTpoBagbHyt0 Oymary. KpoBb BBICYIIMBAETCs, U TakoW OJaHK, HA KOTOPOM
ykazaHa ¢GaMuwids HOBOPOXKIEHHOTO U PsA APYTUX CBEICHUH, HEOOXOAMMBIX [UISI €ro
UICHTU(QUKAIIUKM, TIEperpaBisieTcs B Ja0OpPaTOpHI0 PErHOHAIBHON MEIMKO-TeHEeTHYEeCKON
KOHCyJbTallMu. B jabopaTopuu mpoBOAST ClELUAIbHOE HCCIENOBaHHE, KOTOPOE IO3BOJISET
BBISIBUTH HOBOPOXK/IEHHBIX C MOBBIIIEHHBIM COJIEP’KaHUEM TaJlakTO3bl B KPOBH, B 3TOM Cllydae
MOSIBJISIETCS MTO03PEHUE HA TallaKTO3eMHI0. TakuX HOBOPOXKACHHBIX Ja0OpaTopus ¢ MOMOLIbIO
Bpaua-neuaTpa BbI3bIBAaeT Ha IOBTOPHOE TECTUPOBaHUE. B cBsA3M ¢ coOOIIeHnEeM POAUTENISIM, YTO
MIEPBBII TECT HA FalaKTO3EMMIO Y UX peOeHKa OKa3aJicsi HCHOPMaJIbHbBIM, Y HUX MOSIBJISIETCS TOBOJ
s OecriokoiictBa. [ToBTOpHOE TecTUpoBaHue 00pa3iia KPOBU Y Myla/IeHIa SBJISETCS PEIAOLINM.

YTO AEJIATD, ECJIN JUATHO3 'AJTAKTO3EMHNU HA CKPUHUHT'E
MHOATBEPANJICA?

Ecau u npu BTOpOM TECTUPOBAHUM YPOBEHD IajlaKTO3bl B KPOBU OCTAETCS BBICOKUM, WIIH
YPOBEHB U3MEPSIEMOro pepMeHTa HU3KUM, TO 3TO O3HAYAET, YTO peOEHOK OOJICH rajakTO3eMHEH,
U CEMb HEMEJJICHHO TPUTJIAMIAETCS B MEIUKO-TCHETHYECKYI0 KOHCYJBTAIMIO. 37I€Ch CEMbE
OOBSCHSIOT, YTO COOOW TPEACTABISICT TajJakTO3eMHs W Ha3HA4JaloT JiedeHue. Eciu nedeHume
HA4YaTo paHo, TO KIMHUYECKUE CUMIITOMBI TATAKTO3EMHH y peOeHKa HEe TMPOSBITCSI, H OH MOKET
pacTu 370pOBBIM, MPAKTHUUECKH HE OTJIMWYAsCh OT CBEPCTHUKOB. YCIEX JIEYEHHS] BO MHOTOM
OTIpEICTISETCS TEM, HACKOIBKO POJIUTENN OONBHOTO peOeHKa OCO3HAM BaKHOCTH TUETOTEPATUH

1 HACKOJIBKO CTPOr'0 OHU €€ BBIITOJIHAIOT. O00 BCceEM 5TOM U O MHOT'OM APYroM CEMbBE PACCKAXKET



Bpay-r€HETUK WJIA Bpay-JAUETOJIOT BO BPEMs MEPBOrO0 BU3UTA CEMbHU B MEIUKO-T€HETUYECKYIO
KOHCYJbTAllMI0. 3aTeM TaKUEe BU3HUTHI CTAHYT perysipHbIMH. Y peOeHka OyneT MOCTOSHHO
KOHTPOJIMPOBATHCS COJIEpPKaHUE TalaKTO3bl B KPOBU M, B 3aBHUCHUMOCTH OT 3HA4YeHUN
mabopaToOpHBIX IOKa3aTeseil, KOPPEeKTUPOBATHCS COCTAaB TEX MPOAYKTOB, KOTOPBIE, C OJHOU
CTOPOHBI, HE OYAYT MOBBIMIATH YPOBEHB FAIAKTO36I, 4, C APYTOH, 00ecreunBaTh HOPMAIBHBIN POCT
u pasButue pebeHka. [IoCTOSIHHBIH KOHTAaKT CEMbH C BPAyOM SIBJISICTCS 3aJI0TOM YCIEITHOTO

JICYCHHUA I'aJIaKTO3EMHUHU.

l'amakrozemus Jlyapre - 3TO BapuUaHT KJIACCHYECKOM ramakrodemuu. CyliecTByOT
HEKOTOpbIE pa3HOIJIACHs 10 MOBOAY HEOOXOIMMOCTH OTpaHUYEHHS TUETHI TIPU JICYCHUU JIETEH C
rajmakto3emueil Jlyapte, HO OOJBIIMHCTBO O3KCIIEPTOB CXOAATCA BO MHEHUH 4YTO Teparwus
TpeOyeTcsl TONIbKO B HEKOTOPBIX CIIydasiX, €CIIM YPOBEHb TaJIAKTO3bI MPOJIOJIKAET COXPAHSITCS
BBICOKHM.

KAKJIEYAT T'AJJAKTO3EMUIO?

CMbICIT JIeYEHMsI 3aKJIIOYAeTCsl B HUCKJIIOYEHMM IUIIEBBIX IPOJYKTOB, COAEpIKaIIUX
rajakTo3y, MpexJe BCEro I'PYJHOIO MOJIOKA U APYTHUX MOJOYHBIX cMeceil. OHM MOryT ObITh
3aMEHEHBI CIIEHUAIbHBIMU CMECSAMH, IIPUTOTOBICHHBIMU Ha OCHOBE COU, KOTOPBIE HE COJEPKaT
rajakTosy u jakrto3y. IIpu coctaBneHuH JiedeOHBIX PALMOHOB IS MAIMEHTOB C rajJakTo3eMHuein
KOJIMYECTBO OCHOBHBIX ITHIIEBBIX BEIIECTB U YHEPTUHU JTOJKHO COOTBETCTBOBATH PEKOMEHAYEMBIM
HOpMaM MoTpebseHusd. B nmuTanum neredl mepBOro rojaa >KU3HM MaTEpUHCKOE MOJIOKO W/MIU
JETCKUE MOJIOYHBIE CMECH JOJDKHBI OBITh 3aMEHEHbl aJalTHUPOBAaHHBIMU IO COCTaBY
0e31akTo3HbIME  (opMynaMu. [l JedeHHs TAlUEeHTOB C TallakKTO3eMHUEH HCMOIb3YITCS
CMEeLMAIN3UPOBAHHBIE CMECH Ha OCHOBE M30JIATa COEBOT0 OelIKa MM BBHICOKOTUIPOIU30BAHHBIX
MOJIOYHBIX OenkoB. Taxke MCHONb3YIOTCS CMECH HAa OCHOBE CHHTETHYECKUX aMHHOKHCIOT U

0C3I1aKTO3HbBIC Ka3€MHIIPCAOMHWHAHTHBIC MOJIOYHLIC CMECH.

Heo0xoauMo MoTHOCTHIO UCKITIOUUTH U3 pallioHa MalienTa Jiro00il BUI MoJoka (B
TOM 4YHCIIE KEHCKO€, KOpPOBbE, KO3be, JETCKHE MOJOYHBbIE CMECH U Jp.) U BCE MOJOYHBIC
MIPOYKTHI, @ TAKXKE CTPOTo U30erath ynorpedaeHus TeX MPOIYKTOB, Ky/1a OHH MOTYT TOOaBISATHCS
(x;eb, BBITIEYKA, COCHUCKH, KOJOAChl, Kapamenb, CIaJ0CTH, MaprapuHbl M T.II.). 3ampeniacTcs
TaK)Ke MCTOIb30BAaHNE HU3KOJIAKTO3HBIX CMECEH U MOJIOKA.

Psan mpoayKTOB pacTUTENBHOTO MPOUCXOXKIEHHUS COAEPKHUT OJMTOCaXapujbl -
ranakto3usl (padhuHO3y, CTaXM03y), )KUBOTHOTO IPOUCXOKIACHUS - TITUKOMPOTEHHBI, KOTOPBIS
MOTYT OBITh MOTEHIIMATLHBIMA MCTOYHUKAMH TanakTo3bl (I'amakTo3umasl: ropox, 6005, hacos,

Ye4eBUIla, HYT, IITMWHAT, KaKao, MOKoaaA. [ TMKOMpOTenHBI: IEYeHb, TOYKH, IMBEpHAs Kojbaca),



IMO3TOMY OHHM HCKIIIOYAKOTCA U3 IMUTAHUA MAIIUCHTOB ACTCKOTO BO3pacTa U OTpaHUYHBAIOTCA B

IMHUTaHUX B3POCIIbIX MAUCHTOB.

[Ipukopm BBOIUTCA B MEPHOJ OT 4 MeECSIEB KU3HU. B MUTaHUM MCHIONB3YIOTCS TOJBKO
0e3MOJIOUHBIC MTPOTYKTHI U OJF0/1a: 6€3MOJIOYHBIC KAIlTU, KOTOPBIE Pa3BOJIST
0€3JIaKTO3HBIMU/OE3rallakTO3HBIME CMECSIMU, a TAK)KE OBOIITHOE, MSICHOE B (DPYKTOBOE MMope. Bee
MOJIOYHBIE TTPOJYKTHI, BKJIFOYAsl LEIbHOE KOPOBBE MOJIOKO, KHUCIOMOJIOYHBIE TPOAYKTHI, TBOPOT,
3aMpelalTcs K UCMOJIb30BAHUIO Y MAIIUEHTOB C rajJaKTO3eMUEH.

Bua nepBoro mpukopma omnpenensieTcsi COCTOSIHUEM JKETyI0YHO-KUIIEUHOTO TpakTa U
HYTPUTUBHBIM CTaTyCOM pEOCHKA. ITO MOXKET OBITH OBOIIIHOE MIOPE M3 HATYPAIBHBIX OBOIICH HIIH
TJI0JTOOBOIIHBIX KOHCEPBOB IS ACTCKOTO MUTaHUS 0e3 J00aBICHHS MOJIOKA (M HE MMCIOIINX B
cocrtaBe 0000BBIX) UM OE3MOJIOUHBIE Kallll HA OCHOBE KYKYpY3HOI, pUCOBOM WM T'PEUYHEBOI
MYKH, JUIS pa3BeAeHHs] KOTOPHIX HEOOXOAMMO HCIOJIb30BaTh TY CIELUATH3UPOBAHHYIO CMECH,
KOTOPYIO MOJy4yaeT pedeHoK. MsCHOI MpuKOpM BBOIAT B uTaHue ¢ 6 mecsieB. [IpeumyiiectBo
OT/IalOT CHEIUATM3UPOBAHHBIM JIETCKUM MSCHBIM KOHCEpBaM MPOMBIIIUICHHOTO BBITYCKA, HE
COJIEp>KaIllM MOJIOKA U €r0 MPOU3BOIHBIX (KPOJIMK, UBIIIICHOK, MHEHKA U JIp.)

KAKOM IMPOI'HO3 ITPU T'AJIAKTO3EMUU?

[IporHo3 3a0oneBaHus HEOJArONpUATHBIA HpU  TsDKEIOW (GopmMe U MO3AHO
JTUArHOCTUPYEMOM rajmakto3emMuu. [Ipu panHHeM Ha3HAYEHUU TUETUYECKOTO JICUCHHUS JIE€TH MOTYT
pa3BuBatbcsi HOpMaiabHO. HO HecMOTpsi Ha aJeKBAaTHOE JICYEHHE C MEPBBIX AHEH >KU3HU, Y
OOJBHBIX C TaJaKTO3eMHEH coxpaHsercs pPUcK (OpPMHPOBAHUS OTCPOUYECHHBIX OCIOKHEHUH —
3a/IepKKH (PU3UYECKOTO PA3BUTHS, HAPYIIEHUS Pa3BUTUA peud («BepOanbHOW TUCIPAKCHHI») U
MOTOPHBIX ~ (YHKIIMHA, OCTEONMOpO3. Y JIEBOYEK TOBBIIIEH PUCK MPEXKICBPEMEHHOU
HEJIOCTAaTOYHOCTH (DYHKIIMH STUYHUKOB. Y MHOTHX Ha0JII0/1aeTCs 3a7IepiKKa POCTa B TOJAPOCTKOBOM
Bo3pacrte. OgHako mociie mybeprata pocT 0OBIYHO TOCTUTAET HOPMBI.

3ajepKKa TCHUXWYECKOTO Pa3BUTHS, BBIABISIOMIAACS Y HEKOTOPBIX JIeTed C
TaJIaKTO3E€MHUEH, MOTYUYaIOIIUX TUETUUECKOE JICUCHHE, HE TSKeNasi; OHAa MOKET OOHAPYKUBAThCS
B paHHEM BO3pacTe, HO Yalle CTAHOBUTCS OYEBHJHON B IIKOJBbHBIE TOJBI, KOTJa y peOeHKa
BO3ZHUKAIOT TPYJHOCTH C YTEHUEM UM YCBOeHHEeM MaTeMaTuku. [lpubmusurtenshno y 18% nereit
cTapiie 5 JeT OTMEYAIOTCs JIBUTaTelIbHbIE HAPYILIEHUS B BHJI€ ATAKCUU, HEJIOBKOCTH TOHKOM
MOTOPUKH, PAaCCTPOMCTB PAaBHOBECHS W KOOPAWHAIIMU; BO3MOXKHO HAJMYUE TpeMopa IpHu
BBITIOJTHCHUH TICJICHANPABIICHHBIX NEUCTBUM, MBIMIEYHOU MUCTOHUU. OKOIO TpPeTH OOJIBHBIX C
KJIACCHYECKOW TaJaKkTO3eMHEM, MOJMydYarIlNX JICYEHUE, MUMEIT HApPYILIEHUS PEe4Yr MO THILY

«Bep6a.]1]:H0ﬁ AUCIIPAKCHN ). VYV Takux geren 3aICPIKAHO PCUCBOC PAa3BUTUC B PAHHEM BO3PACTC,



UMEIOTCS 3aTpPYAHCHHsI apTHKYJSIUU, OeAHBIA cloBapHbIM 3amac. Kartapakrta nabmomaeTcs
npubau3utenbHo 'y 30% O60abHBIX. Y OOJBHBIX C rajakTo3eMHel HaOJroJaeTcs CHIKEHUE
MUHEpaIU3alid KOCTHOM TKaHH, YTO YacTO MPUBOAMUT K Pa3BUTHIO PAHHETO OCTEONOpo3a U
MOBBILIEHHOMY PUCKY MEPEIOMOB KOCTEH.

HNPOPUIIAKTUKA TT'AJIAKTO3EMUU

B cembe, tme ectb OonbHON pebeHOK, umeercss 25% pHUCK MOBTOPHOTO POXKACHUS
00JIHHOTO TIPU KAXKI0H MOCIeAYIoNIei OepeMeHHOCTH. Y POJACTBEHHUKOB U3 TPYIIIBI PUCKA TAKKE
BO3MOXXHO BBISIBIICHUE MYTAIlMi, €CIIM OHU ObUIM HICHTU(QHUIIUPOBAHBI y OOJHHOTO peOeHKa B
TAHHOU CEMEE.

Bompoc o mnpoBeaeHMHM mNpeHATAIbHON JAMArHOCTUKH TalaKTO3€MHUHU JOJKEH OBITh
BCECTOPOHHE OOCYXJIEH C 3aMHTEPECOBAHHBIMH CYIPYKECKUMHU MapaMu MPExXJe, YeM MPUHATh

OKOHYATCJIbHOC PCHICHUEC, TAK KaK 3a00JIeBaHUeE moaaacTcCA JICUCHUIO.



Ipunoxenne I'1-I'N. IIka/jabl olleHKHA, BONPOCHUKH U APYyrUe OlleHOYHbIE
HHCTPYMEHTBI COCTOSIHUA NMANUEHTA, IPUBEJACHHbIC B KIMHUYECKNX
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