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HacJeJ0BaHue y yesoBeka'

TepMVIHbI n onpeagerneHusA

HeonartanpHbplii CKpUHMHT — KOMIUIEKC MEPONPHUSATHHA, BKIIOYAIOIIUX O€3BBIOOPOYHOE
oOciiejoBaHEe HOBOPOXKICHHBIX, B MEJISX PAHHErO BBISBJICHUS 3a00JieBaHWN, Ha3HAYCHUS
CBOEBPEMEHHOTO JICUSHHSI U TIPOPHIIAKTHKI Pa3BUTHSI TSHKEIBIX KIMHUYECKUX TOCIIEeICTBHUHA

lNanakro3zemMus — rpyrmmna HacjleACTBEHHbIX HapyLIEHUII 0OMEHa YIiieBOJIOB, IIPH KOTOPOM B
OpraHu3Me HaKaIIMBAaeTCsl H30BITOK T'aJaKTO3bl U €€ MeTabO0JIMTOB

1. KpaTtkaa wuHcpopmauusa no 3aboneBaHUd WM COCTOSAHUIO (rpynnbl
3aboneBaHU UNN COCTOSAAHUN)

1.1. OnpepneneHne 3aboneBaHUs UNU COCTOSAHUA (rpynnbl 3ab6oneBaHUn UK
COCTOSIHUN)

lanakrozemuss (I'AJI) — rpynna HacieACTBEHHBIX HapylmieHHM oOMeHa YIJIeBOJOB, MpHU
KOTOPOM B OpraHM3M€ HAKaIlJIMBAeTCsl U30BITOK TaJakTO3bl U €€ METab0IUTOB, YTO 00YCIOBIMBAET
KIIMHUYECKYI0 KapTuHy 3abosieBaHusi M (GOPMUPOBAHHE OTCPOUEHHBIX OcokHeHui. Tum
HaclleIoBaHUs BceX (POPM rajJakTO3eMUN — ayTOCOMHO-PELIECCUBHBIM.

1.2. Jtmonorms wu naTtoreHe3 3aboneBaHMA WM COCTOSIHMA (rpynnbl
3aboneBaHU UM COCTOSIHUN)

lNamakTo3a (0T rpeueckoro cioBa galaktos — MOJI0KO) — MOHOcCaxapuJl W3 TPYIIBI T'eKCO3,
n3oMep riaoko3bl. HecMoTps Ha 60JIbIIoe CXOACTBO MOJIEKYJT TJTFOKO3bI U ralakTo3bl, IPEBpaIleHHe
MOCJIETHEH B TIIOKO3Y TpeOyeT HECKOJIbKUX (PEepMEHTAaTHUBHBIX PEaKIIMi, KOTOpblE MPOTEKAIOT B
nuroriazmMe kietku (puc. 1). NamakTo3a mmeeT BaxHeHIee 3HAYEHWE ISl pOCTAa M Pa3BUTHUSA
OpraHu3Ma U sIBJIIETCS KOMIIOHEHTOM I'PYIHOTO MOJIOKA.

T'amakTo3a HE TONBKO SBJISCTCS 3HAYMMBIM HCTOYHHKOM OHEpIruu Jis KIICTKH, OHa UI'pacT
Ba’XXHYIO Hpe6I/IOTI/I‘ICCKy1-O pOJb, CIIYKUT HCO6XOI[I/IMBIM IIACTUYECKUM MaTCeprualioM JJid
O6pa3OBaHI/I5I TJIIMKOIIPOTEUA0B, I'IMKOJIUIIMAOB M APYIrUX CJIIOXKHBIX COGZ[HHCHHﬁ, HCIIOJIb3YCMbIX
OPraHu3MoM IJis1 (bOpMHpOBaHI/IH KIICTOYHBIX MeM6paH, HepBHOI;'I TKaHH, IIPOLUECCOB MUCIMHU3 AU
HeﬁpOHOB u Jap. HapymeHHe MeTaboau3Ma TraJlaKTO3BbI, Ha6J'IIOI[aeMOC IIpru TaJlaKTO3CMUH,
HEN30EXHO IIPUBOIUT K paCCTpOﬁCTBy (I)YHKI_II/IOHI/IpOBaHI/IH MHOT'MX OpPraHoB U CUCTCM OpraHu3ima.

Bonpiioe konmuecTBO MOTPEOISIEMBIX B TEUCHHWE THS HHILIEBBIX INPOIAYKTOB (B HEPBYIO
oyepesnb MOJIOYHBIE MPOAYKTHI) COAEPXAT JIAKTO3y, W3 KOTOPOH B KHIIEYHHKE B pPE3yJbTaTe
THpOJIH3a 00pa3yeTcs rajakTo3a; HeKOTOPbIe MPOIYKTHl IMUTAHHUS COAEPIKAT TalaKTO3y B YHCTOM
BuJe. Y UelOBeKa rajakro3a MOKeT OOpa30BbIBATHCS SHIOICHHBIM IIyTE€M, IOJABISIOIIEE €€
KOJIMYECTBO CHUHTE3UpYyeTCs B npoiiecce (epMEHTaTUBHBIX  peaKIHii MEXy
ypunusandocdarrmokosoit (YP-raroko3oit) n Y P-ranakro3oil, a Takke B mpolecce oOMeHa
TJIMKOTIPOTENHOB U TIIMKOJIMITUIOB.

I"anakTo3eMus OTHOCUTCS K HAcJI€CTBEHHBIM OOJIE3HSIM YIJIEBOJHOTO 0OMeHa U 00BbeIMHSET
HECKOJIbKO T'eHeTHdeckux ¢opm 3aboneBanuil. [amakrozemus tunm I (IAJI I) oGycrnoBiena
mytaiusimu B reie GALT, xaptupoBanHoMm Ha 9p13.3, yTo mpUBOAMT K Ae(UIUTY rajakTo3o-1-
docharypununrpancdepassl (I'AJIT). INanakrozemus tun 11 (I'AJI 1) oOycrnoBneHa MyTanusmMu B
rene GALKI1, kaptupoBanHoM Ha 17q25.1, uto npuBomut k aeduuuty ranakrokuHassl (I'AJIK).
I'anakrozemus tun III ('AJI III) oGycnoBnena myramusimu B reHe GALE, xapTupoBaHHOM Ha
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1p36.11, yto mpuBoauT K aedunurty ypunua-gudocdar (YAD)-ranakrozo-4-smumepassl (I'AJID)
(puc 1).

B pesynbrare HemocrarounocTH Jir060ro u3 tpex gpepmentoB — [AJIT, TAJIK unu AJID — B
KpOBU IOBBIIIAETCSI KOHIEHTpanus ranakrosbl. Ilpu cHmwxenun akruBHoctu ¢epmentoB ['AJIT u
'AJID, moMuMo M30BITKA TAJAKTO3bI, B OPraHU3Me MAlMeHTa HAKAIUIMBACTCS TAKXKE M30BITOYHOE
KOJIMYECTBO TallakTo30-1-¢ocdara, dYro HA CETOAHSIIHUNA JIEHb CYUTACTCI OCHOBHBIM
MATOreHETHIECKUM (HaKTOpOM, 00YCIOBIUBAIOIINM OOJBIIMHCTBO KIMHHYECKUX MposBiaeHuid ['AJl
u  (opMupOBaHHE OTCPOYEHHBIX OCIOKHEHHH. M30BITOK TalakTo3sl B OpraHU3ME MOXKET
MeTa6OJII/I3I/IpOBaTI)C$[ B ApYrux OMOXMMHYECKUX IMYTAX: OHa MOXKCT MPEeBpallaTbCA B I'aJIaKTHUTOJI.
Haxormrenne rajjakTuTojia B KPOBH M TKaHAX W MOBBIICHUC €TO SKCKPCIHU C MOYOH Ha6J'IIOI[a€TC$I
npu Bcex ¢popmax ['AJl; B XxpycTanuke ria3za U30bITOK TaJJakKTUTOJIA CIOCOOCTBYET (hOPMHPOBAHHUIO
KaTapaKThI. Nmerotcs CBCACHHA O TOM, YTO BBICOKOC COACPIKAHUC TAJIAKTUTOJIA B TKAHAX MO3ra
crocoOCcTByeT HaOyXaHMIO HEPBHBIX KIETOK M (OPMHUPOBAHMUIO IICEBJOONYXOJIU MO3ra y
OTACJIBHBIX ITAITUCHTOB.

[Tatonornyeckue mpomecchl pu ['AJl 00ycrnoBIEHB HE TOJHKO TOKCHUYECKHM JACHCTBHEM
YKa3aHHBIX TMPOAYKTOB, HO U WX TOPMO3SIINM BJIUSHUEM Ha aKTUBHOCTh JPYTHX (PEPMEHTOB,
YYaCTBYIOIIMX B YTJIEBOJAHOM oOMeHe ((ocdorimokoMyTassl, TIIFOK030-6-pocdaraeruiporeHassl),
CIEICTBHEM 4YEero SBISETCA TUIOTJIMKEMUYeCKUd cuHApoM. [Ipeamonaraercss Takxke, dTO
MIPEAPACIIONOKEHHOCTD K CENCUCY Y HOBOpokIeHHBIX ¢ ['AJI tum I 00ycioBieHa HHrHOMpOBaHUEM
OaKTEPHUITUAHON AKTUBHOCTH JICHKOIIUTOB.

Haunbonee ugacroir dopmoit I'AJl sBusercst 'AJI 1. T'en GALT cocrout u3z 11 3K30HOB,
oxBaTbiBatoux 4,3 T.M.H. XpoMocoMbl 9pl3. B 0a3e maHHBIX MO MyTanusM dejioBeka Human
Genetic Mutaton Database (HGMD Professional, Version 2020.3) ommcano 346 maTOreHHBIX
BapuantoB B rene GALT [47]. K nHaubGornee pacrmpoCTpaHCHHBIM ITaTOTCHHBIM BapHaHTaM
oTHocaTcs ABe Mytamuu: ¢.563A>G (p.Q188R) u ¢.855G>T (p.K285N), oOycnapnuBaromiye
paseutue ['AJI I. Cpenu manwieHTOB €BPOIEHCKOro MPOMCXOXKACHUS HauOOJIee YacTON SIBIIACTCS
mytanus ¢.563A>G (p.Q188R), cocrapnsromas 64% Bcex HaOIIOAaeMbIX TATOTEHHBIX BAPUAHTOB.
Bapuant c.404C>T (p.S135L) cBsazan ¢ "msarkum" denorurnom ['AJl 1 u Bcrpewaercs modrtu
UCKIIIOYUTENFHO Yy TAalMeHTOB adpUKaHCKOTO MpOUCXOXIeHHs. [Ipyrue pacrnpocTpaHeHHbIE
MmaToreHHble BapwaHThl BKIo4aroT: C.855G>T (p.K285N), c.626A>G (p.Y209C), c.413C>T
(p.T138M), ¢.584T>C (p.L195P) u IVS2-2A>G. V eBpeeB-allIKCHAa3H 4acTO BCTPEYAETCS JCIICIUS
pazMepom okosio 5,5 kb. Bce 3Tu BapuaHThl CBSI3aHBI C TIOYTH WM MOJIHON MOTEpEil aKTUBHOCTH
(dhepmenTa.

Bapuant ranakrozemus — Jlyapre (GD2) sBnsieTcst pe3yabTaTOM CIOXKHON MeTepO3UrOTHOCTU
no natorenHomy Bapuanty GALT (G) u Bropomy amiento, uzBectTHoMmy kKak p.N314D, Duarte 2
(D2). D2 Bctpeuaercsa mpumepHo y 11% HaceneHusi B €BpOINEHCKO-aMEePUKAHCKUX MOMYISIusaX. B
HACTOSIII[eEe BPEMSI M3BECTHO, YTO OH BKJIIOYAET TAIJIOTUIl W3 MSITH BAapUAHTOB: TPU HMHTPOHHBIX
BapuaHTa (- €.378-27G>C, ¢.508-24G>A u ¢.507+62G>A), aenenuio 4 M.H. B MPOMOTOPE T€HA U
3ameny ¢.940A>G (p.N314D). Anmnens D2 cumwxkaer aktuBHocTh 'AJIT mpumepno Ha 50%, Tax
YTO, KOT/Ia OH MPUCYTCTBYET B TPAHC-TIOJOKEHUHM C KIACCHUECKHM aJUIeJIeM TajlakKTO3eMHUH, TO
aKTUBHOCTH (DEPMEHTa MOXKET COCTaBIATh ~ 25% OT HOpMbI. TekyIue naHHbIE MOATBEPKIAIOT
TUIOTE3Y O TOM, UTO Jenenns 4 M.H. OTBETCTBEHHA 3a CHIKEHHE aKTHBHOCTH (epmeHTa. Bropoit
BapuaHT, Duarte 1 (D1, Taxxke u3BecTHbIi Kak BapuaHT Jloc-Anmxkeneca unu LA), He cBs3aH co
cHikeHHON akTtuBHOCThIO ['AJIT. Amnens DI conmepxur c.940A>G (p.N314D), a Taxxke
CUMHOHUMUYHOE H3MEHEHUE HyKIeoTuaa B 3k30He 7, c.652C>T (p.L218 =), HO He neneunuto
npoMoTopa 4 m.H. Amnens BapuanTa D1 Takke cuntaercss JOOpOKadyeCTBEHHBIM U aCCOLIMUPYETCS C
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HOPMAaJILHOM WJIM CJIETKa MOBBIIICHHOM akTUBHOCTBIO pepmenta ['AJIT spurponutos [16].

INanakrozemun II tuma (UAJI 1) obycnoBnena myranusimu B rene GALKI, kapTupoBanHOM
Ha 17q25.1. Onucano okosio 50 MyTauuii, 4acThIX MyTallMi He onMcaHo. M3BecTHA oAHA MyTalusl,
p.P28T, kotopas yacto BcTpeuaercs y upiran [17].

INanakrozemus tun III (I'AJI III) o6ycnoBnena myranusimu B rene GALE, kapTupoBaHHOM Ha
1p36.11. Onna u3 cambix penkux Gopm ['AJI. M3BecTHO oKkos0 30 MyTamuii, 4acThIX MyTallui He
OTIHMCAaHO.

NUIof enNas FATAKT O,
PO eHNAN FAIAKTO N, obparonannau npn obsmene
HOCTYHANIAR ¢ el FANKONPOTER 108 1
(RUTUSTHTET

V1P oox0a

J

AR |

VIO o I noxoe-1-gochar

k /

Pucynoxk 1. MetaGoau3M rajgakTo3bl

I'AJIT — depment ranakro3o-1-docharypuaunrpacudepasa;
I'AJIK — pepMeHT rajakToknHasa;
I'AJID — pepment Y ID-ranakro3o-4-snumepasza (dnumepasa).

1.3. Anngemmonorus 3aboneBaHus UM COCTOAHUA (rpynnbl 3aboneBaHnn unu
COCTOSIHUN)

Yacrora I'AJI no 1aHHBIM MaccoBOro oOcie10BaHusI HOBOpOXIeHHBIX B Poccun cocrasiser 1
: 20 000. Oro 3HaueHue He sBisieTcs ucTUHHOM yactoTor I'AJI 1 B P®, Ttak kak BKmouar u
knuHudeckue Bapuantsl ['AJI I n BapuanTel ranakrosemus-yapre. lannbix o yactore I'AJI 11, III
HET, TaK Kak NoATBepkatomas auaraoctuka ['AJI B GospmmHcTBe ciaydaeB B PO He mpoBoauTes.

T'AJI T Bcrpeuaercst y 1 : 53 554 noBopoxnennbix B Coenaunennbix lItatax [18]. Yacrorta
DG-ranakro3emun npumepHo B 10 pa3 Bblllle, HICTUHHAs YacTOTa HEU3BECTHA W3-3a PA3IUYUU B
CKPUHMHTE.

Yacrora 'AJI II konebnercs ot 1 : 2 200 000 no 1 : 50 000 >KUBBIX HOBOPOKICHHBIX, IPUIEM
camasi BbICOKasi HabJIro1aeTcsl y nblranckoro HaceneHus bonrapun u bocauu [19].

Yacrora nepunura ["'AJID, BBISBIAEMOrO MPH CKPUHUHTE€ HOBOPOXKAEHHBIX, B OCHOBHOM, 3TO
0ecCUMNTOMHBIN  (IOOpOKAUeCTBEHHBIM HW30JUPOBAHHBIM WM MPOMEXKYTOUHBIM BapHaHT),
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cocraiasier 1 : 70 000 y wmiaaeHieB eBponeckoro mnpoucxoxaeHus u 1 : 6700 vy
appoamepukaniies [20].

1.4. OcobeHHOCTU KoaupoBaHuA 3aboneBaHUsA WNU COCTOAHMA (rpynnbl
3aboneBaHun unu coctossHun) no MexayHapoaHOW cTaTUYECKOW Knaccudukaumm
6ones3Hen n npobrnem, cBA3aHHbLIX CO 340POBLEM

E74.2 — Hapymenust oomena ranakro3sl (HemoctaTogHOCTh raakToKuHa3bl. ["amakrozeMusi)

1.5. Knaccudmkauma saboneBaHns Unu coctossiHUA (rpynnbl 3aboneBaHun Unu
COCTOSIHUN)

B ocnoBy coBpemenHoit kinaccudukanuu I'AJl monoxeH 3THOJIOTHYECKUN TPUHITHIIL.

B 3aBucumocTu ot nedexra 0HOTO M3 TPEX OCHOBHBIX ()EPMEHTOB, YUACTBYIOIIHUX B OOMEHE
raJlakTo3bl BeIIENSIOT Tpu TUna ['AJl:

I. Knaccuueckuit — ranakrozemus | tumna, oOycioBieHHas nedunutoM (GepMeHTa TrajlakTo30-
1-dbochar-ypummnrpanchepazsr  (I'AJIT) u  HaiuyueM TOMO3BMIOTHBIX WM  KOMIOAyHJ-
rerepo3urotHeix Myrauuii B rene GALT (G/G). OtaensHo BhaenstoT Bapuant yaprte (D/D) u
ranakro3zemuro-Jlyapre (G/D), mpu KOTOPBIX MOTUMOP(HBIA BapUaHT HAXOJAUTCS B TOMO3UTOTHOM
COCTOSTHUM WJIM KOMIAayH/I-T€TE€PO3UTOTHOM COCTOSIHUU C MMATOT€HHOM MyTaluen.

II. Hepocratounocts ranakrokunassl (I'AJIK) (ranakrozemus 11 tuma).

II. Hedpuuur ypuaunmudocdar-ranakrozo-4-snumepassl (FAJID wunum  snumepassl) —
ranakto3emus 111 Tuma [25].

1.6. KnuHunyeckas KapTuHa 3aboneBaHuMss WM COCTOAHMA  (rpynnbl
3aboneBaHU NN COCTOSIHUN)

I'AJI T (OMIM 230400) nposiBiisieTcsi B HeOHaTainbHOM repuoje. Ha ¢one BckapmimBaHuUs
MOJIOKOM WJIM MOJIOYHOH CMEChlO, COJEpiKalllell JaKTO3y M TajakTo3y Yy HOBOPOXKICHHOTO
MOSIBJISIETCS. PBOTA, Japesi, MbIIIeUHas TUIIOTOHMS, COHJIMBOCTb, BSUIOCTh. OTCYTCTBYET NpUOaBKa B
Macce Telsia, HaOJMIJAIOTCSl BSUIOE COCAaHUE, OTKa3 OT TPyAU MaTepH, MOSBISIOTCS M HApacTaroT
MIPU3HAKU MOpaXKEHUS MIEYCHH, 4acTo COTIPOBOXKAAIOIIHECS
renaroMerajuei/TenaroCciieHOMETalNui, JKeNITyXOH, THIOTIIMKeMHEH, HEepeaKo OTMEYaeTcs
KPOBOTOYHMBOCTbH U3 MECT MHBEKIIUH.

HaubGonee Tsxensim mposinenrneM ['AJl [ y HOBOpPOKIEHHBIX SIBISETCS CENCHC, KOTOPBIN
uMeeT (aTaabHOE TEUECHUE U Yallle BCEro 00YCIOBIEH rPaMOTPULIATEIbHBIMH MUKPOOPTaHU3MaMU,
B 90% cnyuaeB — Escherichia coli. Kak ocnoxuenus cercuca, BO3SMOXXHO Pa3BUTHE MEHUHTHUTA,
OCTEOMUENUTA. Y OJHOIO MallMeHTa BO3HMKIA TaHTpeHa MalbLIeB CTON U 3aJHEH MOBEPXHOCTH
ojaHo# Horm [21].

3a0osieBaHue OOBIYHO MaHU(ECTUPYeT B TMEpBble JHU — HEOCNU JKU3HH, OBICTPO
MIPOrPECCUPYET U B OTCYTCTBUU JICUCHUS HOCUT KHU3HEYrpoxkaromuii xapakrep. C mepBbIX MeCSIEB
KU3HU Y MHOTHUX JIeTell popMUpyeTcs TBOSKOBBIMYKIasi KaTapakTa.

VY HEKOTOpBhIX MNAIMEHTOB MOXKET OTMEYaThCsl CHHAPOM BHYTPUYEPENHOW THUIIEPTEH3HH,
KJIMHUYECKH MPOSBIIAIOLINECS BHIOyXaHHEM M HampspkeHueM Oosbioro poanuuka. [Ipu KT/MPT
TOJIOBHOTO MO3Ta ONPEIEIISAIOTCS MPU3HAKU BHYTPUUICPEITHON TUTIepTeH3uH [22].

Mnanennsl ¢ G/D, monyuaroniue rpyJHOE MOJOKO WM CMECH C BBICOKHM COJEp:KaHHEM
rajlakTo3bl (MOJIOUHBIE CMECH), OOBIYHO HE UMEIOT KIIMHUYECKUX CUMITOMOB. ECTh nccnenoBanus,
MOKa3bIBAIOIEE OTCYTCTBHE pa3W4YMil MEKIy Trpynmnamud aeted ¢ ramakrozemued G/D,
MOJIy4aBIIUX M HE TONy4aBIIMX JedeOHoe mnuraHue. HemoctaToyHOCTh (PYHKIWU SIMUHUKOB,
KOTOpasi 4acTo BcTpeuaercs npu kinaccuueckoit ['AJl I, He Habmroganacek y 1€BOYEK MU KEHIIUH C
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G/D [23].

Knuanueckast cumnromaruka rpu IAJI I (MIM 230200) y MHOruX OOJBHBIX MOKET OBITH
OrpaHUYeHa TOJIBKO (POPMHUPOBAHUEM KaTapakThl. Takue CUMITOMBI 3a00JIEBaHUS KaK OTCTaBaHHE
pocTa W Macchl Tela, AUCIENTUYECKHE PacCTpoilcTBa U Jp., HE3HAUUTEIBHO BBIPAXKEHBI, XOTSI U
MOTYT HaONIONAThCS Y IETEeH IpyIHOTO Bo3pacTa. Takke Mpennoyaraetcs, 4YTo B 3aBHCUMOCTH OT
noTtpebieHnuss MoOJOKa B OoJjiee TO3JHEM BO3pacTe, CYIIECTBYET TPEAPACIIONOKEHHOCTh K
MIPECEHMIbHOW KaTapakTe, pa3BuBarolieiics B Bospacte 20-50 net [24, 25].

lNanakrozemusa III tuma (MIM 230350) BcTpedaeTcsi MCKIIOYMTENBHO PEIKO, YacTOTa €€
TOYHO Hem3BecTHA. Beimenstor 2 knuamyeckue Gopmer ['AJL 111, cBsizaHHBIE C HEAOCTATOYHOCTHIO
I'AJID: nobOpokadecTBEHHYIO (M30JMPOBAHHYIO) U TSHKENyl (TeHepaIn30BaHHYI0). KimmHuueckue
MIPOSIBIIEHUSI TIPU JA0OPOKaYeCTBEHHON (hopMe MOT'YT OTCYTCTBOBaTh, M 3a00JIEBaHUE BBISIBISIETCA
CllydailHO MpH OOHApY)KEHHH TOBBIIIEHHOTO YpPOBHS TalakTO3bl B KPOBHM (TIpU IPOBEIECHUU
CKPUHUHTA HOBOPOXKJACHHBIX, OMOXMMHUYECKOM aHAIN3€ KpOBU U Jp.). OIHAKO KaTaMHECTUYECKUE
HaOJI0/IEHUS] MTOKA3bIBAIOT, YTO Yy YACTH JeTel B MOCIEAYIOIIEM UMEIOTCS HapyIIEHHUsS MOTOPHBIX
¢byHKIM 1 peyeBoro passutus. Ilpu Tspkenoit popme 3aboseBaHNs HauyadbHbIE CUMIITOMBI UMEIOT
CXOJICTBO C KJIACCHUECKOM T'ajlakTO3eMUEH, BKIIIOUas KeJITyXy, FenaToMerajinio, pBOTYy, MbIIIEYHYIO
TUTIOTOHUIO, 33JIEPKKY (DU3NUECKOTO/TICHXOMOTOPHOTO pa3BUTHA. B mocnemyromeM HaOIromaeTcs
cruieHomeranusi. HecmMoTpst Ha paHHee pacrio3HaBaHue 3a00JIEBaHUS M BKIIFOUEHHUS JUETHUYECKOTO
JedeHus, 4depe3 2-3 roja HepenKko OOHApYKHUBAIOTCS OTYET/IMBAs 3a/JepikKKa IMCUXOMOTOPHOIO
pa3BUTHUS U HEHPOCEHCOpHasl TYroyxocTh. HeKkoTopble ManueHThl COCTABISAIOT I'PYIIY pUCKa I10
Pa3BUTHIO KaTapakThl. J[eTH ¢ n30aupoBaHHONU (HOpMOI OOBIYHO OCTAIOTCS KIMHHUYECKU 3I0POBBIMU
Ja’ke Ha OOBIYHOM MOJIOYHOW JUETEe M MOTYT OBbITh BBISBJICHBI TOJBKO IMPH MAacCOBOM CKPUHHHIE
HOBOPOXKIeHHBIX [20].

OmnucaHn OJMH CEMEWHBIH Cllydaid TSKEIOW TPOMOOIMTOIICHUH, ACCOIIMUPOBAHHBIA C
myrarusm B reae GALE [26].

2. [InarHocTtuka 3aboneBaHMA WUNMU COCTOSAHMA (rpynnbl 3aboneBaHUMW WU
COCTOSIHUA) MeAMUMHCKME MNOKa3aHMA WU MNPOTUBOMNOKAa3aHUs K MNPUMEHEeHUIo
MeTO[0B ANarHOCTUKMU

Juarno3 [T'AJl ycraHaBnuBaeTcs Ha OCHOBAaHHMM COBOKYITHOCTH aHAMHECTHYECKHX,
KIIMHAYECKUX JaHHBIX, pPe3yJIbTaTOB J1A0OpAaTOPHOro HcciaeAoBaHUS (OMOXMMHYECKOTO H
MOJIEKYJIIPHO-TEHETHYCCKOTO aHAIH3a).

B Poccuiickoit ®enepanuu NpPOBOJUTHCS HEOHATAJIbHBIA CKPUHUHI Ha TAJIAKTO3EMUIO U
MHOTHE CJIy4au 3a00JIeBaHUS MOTYT ObITh BBISIBJICHBI HAa TOKJIMHUYECKOM CTaIHH.

2.1. XXanoobl U aHaMHe3

HpI/I c6ope aHaMHe3a U Kajloo PEKOMCHIAOBAHO O6paTI/ITL BHUMAHHEC HA CJICAYIOIIUC JKaJI0 0Bl
M aHAMHECTHYECKUE COOBITHA:

B mro6om Bo3pacte

- OTATOINEHHBIN CeMEeHHBbI aHaMHe3 (CXOIHBbIC Ccliydau 3a00JieBaHHs Y POJHBIX OpaTheB U
cectep);

- OJIM3KOPOJICTBEHHBIN Opax.

MunaeHIbl IEPBBIX MECSILIEB KU3HU:
- BSJIOE COCaHUE, 0TKa3 OT IPYAH;

- IJI0xas npubaBKa B Bece;

- pBOTa;

61341


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckne pekomeHgaummn — HapyleHuss obMmeHa ranaktosbl (Fanakrozemust) — 2021-2022-2023 (31.08.2021) — YTBepxaeHbI
Mwunsgpasom PO

- 1uapes;

- )KEIITyXa;

- YBEIIMYECHUE PA3MEPOB IICYEHU;

- TeMOpparuyecKuii CUHAPOM (KpoBOTOUMBOCTH M3 MecT uHbekuuid, KKT kpoBoTeuenus u
ApyrHe);

- COHJINBOCTb;

- BSJIOCTb;

- MOBBIIIICHHAS BO30YIMMOCTb;

- BEIOyXaH#e OOJIBIIOTO POJHUYKA.

KanoObl u aHamMHe3 TaKKe OMUCAHBI B pa3fene 1.6 "kmuHuyeckas kapTuHa'.

2.2. dDusnkanbHoe obcnegoBaHue

B nepseie 7 el xu3HM y nauueHToB ¢ ['AJI I, BBISBICHHBIX IIPU MPOBEACHUH MacCOBOTO
CKPUHHHTA, KIMHUYECKHE CUMITOMBI MOTYT OTCYTCTBOBaTh. OJHaKO BCTpeUaroTcsl (pylIbMUHATHBIE
¢dbopmbl 3a005I€eBaHMA M TEPBbIE CHUMIITOMBI MOTYT MOSBUTHCA Ha 3-4 CYTKM XU3HH, eme 0
MTOJTY4YEHUS PE3YJIBTATOB TECTUPOBAHUS.

[Ipu pu3ukanbHOM 00CIET0BAHUN MOTYT OBITH BBISIBJICHBI:

- CHIDKEHHUE MACChI Tea;

- UKTEpUYHOCTB (pexe 0eTHOCTh) KOXKHBIX TOKPOBOB;

- yBeIIM4YeHUEe 00beMa KHUBOTA;

- renaro- Win renaToCIIeHOMer aus;

- TEMOPpAruyeCcKuii CHHAPOM;

- HEBPOJIOTUYECKAsi CUMITOMATHKAa — CHUHAPOM YTHETEHHUs, peke BO30YKICHHA, NMPU3HAKU
BHYTPUUYEPEITHON TUIIEPTEH3UHU.

B Tex ciIydasx, Korjga mpoB€IACHUC CKPUHHUHI'OBOT'O UCCIICAOBAHUA I10 KaKUM-JI100 MpuiruHam
0Ka3aJIOCb HEBO3MOXXHBIM HJIM PE3YJIbTAaThlI HE ObLIH IMOJIYYCHBI, HCO6XO,I[I/IMO uckimoyars I’ A.H,
€CJIK y NaouEHTAa €CTh CICAYIOIMINE KIMHUYCCKHUE IIPOSBIICHHUA

- COYCTAHHUC XKCITYXHU U TEMOPParn4eCKoro CuHApomMa B II€PBLIC 2 HEACIN )KHU3HU,

- IIPU3HAKU MICYCHOYHO-KJIETOUYHON HEAOCTATOYHOCTH,

- IIOABJICHUEC KaTapaKThl B paHHEM BO3pacTe, 0COOEHHO Ha IIEPpBOM I'OY XHU3HH,

- CCIICHUC Y JOHOIIICHHOIr0 HOBOPOXKACHHOTO, BBI3BaHHEIN E. COli;

- COUCTAHUC 3aJICPIKKHU HpI/I6aBKI/I B MacCe€ TeEJjla, YBCIUYCHHUA PasMCPOB IICUCHU, MBIIIIEYHOM
THIIOTOHUH, 3aACPKKU MOTOPHOI'O Pa3BUTUA U KATAPAKTHI Y JeTen PaHHETO BO3pacTa.

2.3. llabopaTopHble AuarHocTuyeckme nccriegoBaHus

JlaGoparopHas IMarHOCTHKA MPH HEOHATAIBHOM CKPHUHHHIE BKJIIOUAET OMpEAeNCHHE B CyXOM
MSITHE KPOBHM KOHIIEHTpALMU OOIEeH ranakTo3bl, IpU MNOJOXKHUTEIBHOM pe3yibTaTe — ONpe/eseHHe
aktuBHOCTH (epmenta ['AJIT u myramuit B rene GALT ("uccienoBanue ypoBHs TallakTO3bl B
KpoBHu'", "KOMIUIEKC WCCIEAOBAaHUN [UIsi JAWArHOCTUKM ramakrozemuu"). Ecnm nuarHoctuka
MPOBOJMUTCS Yy TMAalMeHTa C YK€ BBISIBICHHBIMH KIMHUYECKUMHU CHMIOTOMamMu, Ha (oHe
JIMeToTepanuy, MHPY3MOHHOM Tepanmuu, TaKTHKa JJAOOPaTOPHOIO MCCIET0BAHUS MOXKET BKIHOUATh
onpenenenue aktuBHoctH (pepmenta ['AJIT mmm toneko npoBeaenue JIHK-auarnoctuxu. Ilocne
uckmodeHust ['AJI [ y nanueHTOB ¢ BBICOKMM YPOBHEM TajlakTO3bl CIEAYET IPOBOJIUTH
UCCIIeIOBaHu I UCKIoueHust apyrux ¢popm I'AJL

HccnegoBanne aKTUBHOCTHU I'AJIT me CJICAyCeT HNpPOBOJAUTH B TCUCHUC 1 MECiALla ITOCJIC

7un3 41


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckne pekomeHgaummn — HapyleHuss obMmeHa ranaktosbl (Fanakrozemust) — 2021-2022-2023 (31.08.2021) — YTBepxaeHbI
Mwunsgpasom PO

NEPeMBAHUS  JPUTPOLUTAPHOH MAaCChl T.K. HCCIEIOBaHHE (EepMEHTa OCYIIECTBISCTCS B
SPUTPOLIUTAX.

PekoMmeHyeTcss IpoBeIEHUE HEOHATAJIbHOIO CKPUHUHIA BCEM HOBOPOXKIEHHBIM IS
BBISIBJICHUS] HACJICACTBCHHBIX HAPYIICHUH MeTaboIM3Ma rajnakTo3sr [ 1-7].

YposeHs yoeautenbHoCTH pekomeHamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommeHnTapuu: B coorBeTcTBUHM € ITprKkazoM Munsnpascoupassutust PO N 185 ot 22.03.2006
roga "O mMaccoBOM 00CIeOBaHUM HOBOPOXICHHBIX JICTEH HA HACJICJICTBEHHBIC 3a0oieBaHus'", B
Poccuiickoit denepanuyn MaccoBblii HEOHATANbHBI CKPUHHUHI HA TajJakTO3EMHIO IPOBOJAAT Ha 4-¢
CYTKH YKU3HU JOHOIIEHHBIM HOBOPOKJIEHHBIM U Ha 7-€ CYTKU JKM3HU — HEJOHOLUEHHBIM JETSM.
OOpazer; kpoBH (HECKOJBKO Karelb) OepyT M3 TSATKM HOBOPOXKIACHHOTO Ha CHEIUATbHBIN
¢unbTpoBanbHbI OnaHk (kaprouka-¢punbTp kKapra Whatman FTA Card nns xpaneHus u
TpaHCTIOPTUPOBKHU Ouonornyeckoro marepuaina P3H 2016/4591 ot 12 asrycra 2016 roma). Ilpu
MOMOIIM (PITyOPECLIEHTHOTO METOJIa B MATHAX BBICYLIEHHOUN KPOBH MPOBOJAAT ONpEAEICHUE YPOBHS
TOTAJIBHOM TallakTO3bl, KOTOPHIM MpeicTaBiIseT €000 CyMMY KOHLIEHTPAllUM TajakTo3bl H
ranakto30-1-docdara). Onenka pe3yabTaToB HEOHATATBLHOTO CKpuHUHTa Ha ['AJl mpencTaBieHs! B
[Ipunoxennn I'1.

Pexomennyercs nmpoBeneHue mnoaTBepxkaaromier  auarHoctukn ['AJI —  komrIuiekca
WCCTEOBAaHUN IS JIMarHOCTHKU TaJIaKTO3EMUU — BCEM IMAallMEHTaM TIPHU BBISABJICHUH YPOBHS
TOTAJIbHOM TaJIAKTO3bI BBIIIIE YPOBHS OTpe3Ho# Touku (cut-0ff). [8, 9, 10, 11, 27, 28].

VYpoBeHb yoeauTenbHOCTH pekomenaaiuii — C (YpOBEHb JIOCTOBEPHOCTH JI0KA3aTeIbCTB — 4)

Kommenrapuii: [loareepskaaronias IHArHOCTHKA Ha MEPBOM ATale BKIIOYAET OMpPEACIICHUE
aktuBHocTH (epmenta ['AJIT [8, 9, 10, 11, 27, 28]. OTpe3Hble TOYKH MPHU OMPEACICHUN YPOBHS
TOTaJBHOW TallaKTO3hl B Pa3HBIX CTpaHax BapbUpyioT oT 7-20 mr/mn. B P® Her nmokymenTa,
periaMeHTHPYIOIIEro KPpUTHYECKUE 3HAUEHUs 3TOTo Mokasarens. Kaxpas ymabopaTtopust HODKHA
YCTaHOBUTHb CBOM COOCTBEHHBIH pabO4Mii AWamna3oH W TOPOTOBBIM YPOBEHH ITOTO TOKA3aTEels.
Omnpenenenne aktuBHocTH (epmenta ['AJIT mpoBoauTcss B IpUTPONMTAX, MOTYYECHHBIX U3
rernapuHU3UPOBAHHON 1EIbHON KPOBHM WJIM B MSATHAX BBICYIIEHHOW KpoBHU. Y manueHToB ¢ ['AJI I,
KOTOPBIM OBbLIO MPOBEACHO NEPETUBAHUE IPUTPOLIMTAPHOM Macchl, akTuBHOCTh ["AJIT coxpansercs
TeueHue 4 MecsleB MOCIe NEpeIMBaHMs, YTO SBIAETCS IPUYUMHOM JIO)KHOOTPHUIATEIbHBIX
pe3yibTatoB. PedepeHcHbIe 3HAYCHUS OTPEICIIAIOTCS HabopoM mpousBoauTens [27].

®epment ['AJIT crabuneH B 1eapHON KpOBH, XpaHsIIecs B Xonoauiabauke (+4 °C) umm npu
KOMHATHOM TeMIlepaType B TeueHue 2 HeJelb; OJJHAKO CYIIECTBYIOT OMpe/elieHHbIE HYKICOTUIHbIC
BapUaHTHI, B TOM yuciie u BapuanT [yapte (p.N314D), npu Hanmuunu KoTopbix obpa3yercs Ooiee
TEPMOJIAOWIBHBIM ~ OEIOK MO  CPaBHEHHWIO C  HOPMOH, YTO MOXET MPUBOAUTH K
JIOXHOTIOJIOKUTEIBHBIM pe3yJibTaTaM TecTupoBanus [28].

Cumxenne aktuBHoctd TAJIT Ha < 10% ot HOPMBI OOBIYHO SIBJIICTCSI JTMArHOCTHYCCKUM
npu3HakoM Kiaccuuyeckoil ramaktozemuu (IIpmnokenue I'1). AxtuBHocts ['AJIT manueHToB ¢
ranakto3emueit [lyapre (G/D) cocraBnser npumepHo 25% OT KOHTpOJIL, B TO BpeMs Kak
aKTUBHOCTH TeTepo3uroT ais kinaccuueckoit I'AJI (G/N), romosurot no Bapuanty [yapte (D2/D2)
wm ['AJl ¢ Bapuantom LA (D1/G) coctaBnser mpumepHo 50% OT HOpMaJIbHOH aKTHBHOCTH.
I'ereposurotsl mo amiento Jyapre (D2) oOpiuHO 0ob6namator 75% HOpMalibHOW (QepMeHTaTHBHOU
aKTUBHOCTH M HE BCErJa MOTYT OTJIMYaThCAd OT HOPMAIbHBIX KOHTPOJEH WM HOCHTENei
UCKJIIOUUTENFHO Ha OCHOBE akTUBHOCTH (epmeHTa. Hocurenu Bapuanta Jloc-Anmpkenec, LA (D1)
o0nagaroT (hepMEeHTAaTUBHON aKTUBHOCTBIO OT HOPMAaJIbHOM /10 CBEPXHOPMAJILHOM.

s onpenenenust aktuBHocTu depmenToB I'AJIK u I'AJID auarHocTuueckue TecT-CUCTEMbI
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HC 3apCruCTpupoBaHbl, HX HN3MCPCHUC BO3MOXHO B YCIOBUAX HAYYHO-AUAI'HOCTUYCCKHUX
nabopatopuii.

B cimydae kpailHe BBICOKMX 3HAQUEHUM TaJIAKTO3bl — HE CIEAYET JOKHUAATHCA PETECTA WU
MOTBEPIKIAOIIEH TMarHOCTHKHU U Cpa3y OTMEHUTh MOJIOYHBIE TTPOIYKTHI (cM. pasnen "Jleuenue")

Pexomennyercs  mposenenue noxarBepkpatomer  JIHK-nmarnoctuxku — (MosekynspHo-
TeHETUYECKOTO HMCCIIEIOBAHNUS) BCEM IMAIMEHTaM CO CHIDKEHHOW aKTHBHOCTBIO ()epMEHTa W/WIH C
BBICOKMM YPOBHEM TaJIaKTO3bl C II€JIbI0 MOJIEKYJISIPHO-T€HETUYECKOTO MOATBEPKACHUS JUarHo3a
TAJI[7, 15].

Yposenb yoeautenbHoCTH pekomeraiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

Kommentapuii: Iloaresepxknaromas JIHK-auarnoctuka kmaccuueckoit I'AJI Bxmrowaer naBa
stana: 1) ckpuHUHT Ha HambOosee yactele Myrauuu B rene GALT u BapuanT Jlyapre; 2) noiHbIi
aHaJIM3 reHa METOJIOM INPSIMOT0 aBTOMAaTHUECKOI'0 CEKBEHUPOBAHUS JJISl BBISIBICHUS O0Jiee PEIKUX
myTtaruii. Ha nepBoMm stamne Haunbosiee menecooOpa3Ho MPOBEACHUE TTOUCKA CIAEAYIONIUX MyTaIlui B
reae GALT: p.GIn188Arg, p.Lys285Asn, IVS3-2a->c, p.Met142Lys, p.Leu358Pro, cocraBmnstomme
B COBOKYNMHOCTH 82,1% MyTaHTHBIX ajuieneil B poccuiickoi momynsauuu, U p.Asn314Asp (N314D,
BapuaHTt [lyapte). Anroputm nuarnoctuku ['AJI [ mpencrasnen B [Ipunoxenun I'1.

[Ipu Hamnuuu y pedenka kauHuYeckux nposiaeHui ['AJl | ¢ BBICOKUM ypOBHEM TaJIaKTO3HI B
KpOBU M HOpMasibHOU akTUBHOCTHIO pepmenTa I'AJIT npoBoautcs nouck myrauuii B rene GALE,
konupyomeMm (epmerT ypunuHaudocdar-ramakrozo-4-snumepazy (I'AJID), nmns UCKIOUEHUS
ramaxkto3emuu 111 Tuma u resa GALK, mrsg ncxmodenus I'AJI I1.

PekomeHayeTcss BceM ManueHTaM C MOJO3PEHHEM Ha TalakTO3eMHI0 M B Ipoliecce
JTUHAMHAYECKOTO HAOJIOICHUS TPOBOANTH OOITHH (KIMHUYECKUI) aHAIN3 KPOBU Pa3BepHYTHIN [1, 7,
31, 32, 33].

Yposens yoeautenbHocTH pekomeraamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KommenTapun: HecMOTpss Ha  OTCYTCTBHE  CleIM(PUYECKUX  H3MeHeHuid, OOmmumi
(KTMHUYECKUH) aHalu3 KPOBH pPa3BEPHYTHIH MNPOBOJUTCS MAlUEHTaM C TajakTo3eMHUell Mpu
JMarHOCTHKE MU B Ipoliecce JWHAMUYECKOTOo HAaOMIOACHHS B CBS3M C IOBBIIMIEHHOM YacTOTON
MH(EKIMOHHBIX OCNOKHEHUH. YacToTa KOHTpOJIA B IMHAMUKE ONpPENENsIeTCs UHIUBUIYAIbHO, HE
pexe 1 paza B rog.

PexomenyeTcsi BceM MalMeHTaM ¢ KIMHAYECKOH KapTHHOHM TallaKTO3EMHUHU HCCIICAOBaHUE
obuiero, Omoxumuueckoro ananuza Moy (OOmwmii (kTuHUYeCKuii) aHanu3 Moun), (MccnenoBanue
YPOBHsI KaJIbIUsl B Mo4Ye, VccinenoBaHnue ypoBHsI HATpUsi B MOYE IIUTPATOB, OKCAIATOB B MOue), a
tarke OrmnpenereHre KOHIEHTPAIMU BOJOPOJIHBIX HOHOB (pH) MoumM, yaenbHOro Beca MOYH
(UccnepoBanue moun meronoM 3umHuIKoro (COop mounm ansi 1a00paTOpHOTO HMCCIEAOBAHUSA,
Omnpenenenue oobema Moun, OnpeneneHue yaeabHOro Beca (OTHOCUTENBHON MIOTHOCTH) MOYH)) C
LEJIBI0 OLEHKH (DYHKIIMOHAIBHOTO COCTOSIHUSI TIOYEK M OLEHKH PHCKa/CBOCBPEMEHHOMN
auarHocTuku popmupoBanus koHkpementos [30, 31, 48].

VpoBeHb yoeauTenbHoCTH pekoMeraluii — C (ypOBeHb JOCTOBEPHOCTH J0Ka3aTebCTB — 4)

KomMmeHTapuu: y psia ManueHToB, MOJYyJaolUX IUETOTEparnui0 CMECSIMM Ha OCHOBE COW,
Habro1aeTCs HapyleHue paboThl MOYEK, NOBBIILIEHHE COJIEpKAHUS COJIeH OKcalaToB B MOYe.

PekoMmeHyeTcss BceM ManueHTaM C KIMHHYeCKUMHU mposiBieHusmMu [AJl mns onenku
(YHKIIMOHATTBHOTO COCTOSIHUSI BHYTPEHHUX OPraHOB M HYTPUTHUBHOTO CTaTyca MallMeHTa aHaIHu3
KpOBM OHMOXMMHUYECKHI OOIIeTepaneBTUUYCCKU TpU TMEePBUYHON JMArHOCTHKE U B Ipoliecce
JMHAMHYECKOro HadmoaeHus [6, 7, 15, 29-35].

Yposens yoeaurenbHOCTH pekoMeHnaiuii — C (YypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
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Kommenrapun: B HeoOXoaumble mMoKa3aTean OWOXMMHYECKOTO aHajiu3a KPOBU BXOT:
TJII0KO3a, Oo0mmii Oenok, OenkoBble (pakuuu (HUCCIEIOBAaHHE YPOBHA albOyMHHAa B KpOBH,
ompeseneHue aTbOyMUH/TIO0YIMHOBOTO OTHOIICHHMSI), OOIIMI, CBOOOMHBIA W  CBSI3aHHBIN
OunupyOMH B KpOBH, wIenoyHas ¢ocdara3a, ramma-riIyTaMIITPaHCIENTHIa3a, KPEaTHHHH,
MoueBMHa, anmaHmHamuHOTpaHchepasa (AJIT), acmapraramumuorpanchepaza (ACT), xkanpumii
oOmmmii 1 HIOHU3UPOBAHHBIN, HATPUH, KaJIMH, Heopranndeckuii pocdop, sxene3o u GpeppuTHH.

B cBsi3u ¢ TeM, 4TO MpH MOPAKECHUU NICUYSHH HAPYyIIAeTCsl OOMEH JIMIHIOB MPOBOISITCS TAKKE
UCCJICIOBAHUSI YPOBHEH XOJIECTEpPHHA, TPUTJMLCPUIOB, JIMIONPOTEUIOB HU3KOW W BBICOKOU
IUIOTHOCTH (MCCIIeZI0BaHKUE YPOBHSI JIUMIONIPOTEHHOB B KpoBH) [50].

PekoMeHyeTcss KOHTpOJIb KOAaryjaorpamMMmbl (OpUEHTUPOBOYHOTO HCCIEIOBAHUE CHUCTEMBI
reMocTas3a) MalleHTaM ¢ KIMHWYeCKUMH TposBiaeHusMu ['AJl mis omeHKH (pyHKIMOHAIBHOTO
COCTOSTHHS TICUCHHU M CBEPTHIBAIOIICH crcTeMbl KpoBH [6, 15, 29].

Yposens yoeautenbHoCTH pekomeHraiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

Kommenrtapun: Heo6xoanmele nokaszatenu koaryinorpammel: AUTB, MHO, nporpomOuHOBOE
BpeMsi, GUOPUHOTEH.

Pexomennyercs onpenenenne C-peakTUBHOTO O€Jika B CHIBOPOTKE KPOBHU, MPOKAJIBIIUTOHUHA,
KMCJIOTHO-OCHOBHOTO COCTOSIHUS M ra30B KPOBU MAlMEHTaM C KIIMHUYECKUMU nposBiaeHusiMu ['AJl
C IIEJIbI0 THArHOCTUKHU CeNTHYecKuX cocrostamii [39, 40, 41].

Yposens yoeautenbHoCcTH pekomeramuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

Kommenrapuu: cemncuc, o0ycnosinenHslii E. coli sBisercs oAHUM U3 4acTbIX M CEPHE3HBIX
OCJIOKHEHUH IIPU rajJakTO3EMHH.

Pexomennyercs  manmeHTaM ¢ KIMHUYECKOM ~ KapTMHOW — TallaKTO3EMUM IS
muddepennmansaoi quarnoctuku ['AJl onpenenenne akTMBHOCTH aib(da-1-aHTUTPUIICHHA B KPOBHU
JUIsT UCKITIOYeHUs1 Aeduiura anbpa-l-aHTuTpuncuHa, u anbda-GeTonpoTenHa s HUCKITIOYCHHS
3a00JIeBaHUI, COMPOBOXKAAIOUIUXCS Tpondepaliei xKeIdyHbIX MPOTOKOB; MPOBEICHUE TaHIEMHON
Macc-CIeKTPOMETPUHU JIs UCKITIOUEHUS HApYIIeHH 0OMEHa aMUHOKHUCIIOT, OPraHU4YEeCKUX KUCIIOT
U HapyHIeHHWH — OKMCIEHHUS JKUPHBIX KHCIOT, aMMHaka B IUJla3M€ KpOBU Ul HCKIIIOUEHUS
HapyIICHHUI KA MOYeBUHEI [2, 41, 42, 51].

YpoBeHb yoeauTeabHOCTH pekoMmenaamuii — C (YypOBeHb JTIOCTOBEPHOCTH JI0KA3aTeIbCTB — 4)

KomMmeHnTtapuu: k 3a0051€BaHUAM, C KOTOPHIMH HEOOXOAMMO MPOBOIUTH AU depeHIInaTbHYIO
JIMarHOCTUKY OTHOCSTCS:

- nebunut anbda-1l-aHTUTPUTICHHA (NI HCKITFOUYCHUS OIpeaeisercs anbda-1l-aHTUTPUIICUH B
KpPOBH)

- 3a0oneBaHUsl W3 TPYNIbl HAPYIICHHUS IUKIA MOYEBUHBI, LUTPYJIMHEMUU 2 TUNA U
HApYIICHUS B-OKHUCIIEHUS >KUPHBIX KHUCIOT W Jp. (WIS MCKIIOUEHUS OMPENENsIeTCs CIEKTP
AMUHOKHCIIOT U allMJIKAPHUTUHOB, a TAK)Ke YPOBHS aMMHaka B KpoBH). ClieyeT ¢ OCTOPOKHOCTHIO
OTHOCHUTCSI K MHTEPIIPETALIMU PE3Yy/IbTaTOB aHAIM3a aMHUHOKHCIIOT, TIOCKOJIbKY TOBBILICHHE YPOBHS
dbeHmnanaHuHa, TUPO3MHA M  METHOHMHA 4YacTo HaOmojgaeTcss mpu  3a00JIeBaHUSX,
COTIPOBOKIAIOIIUXCS TSHKETBIM MOPAKEHUEM TTEYCHH.

- THPO3WHEMUS TUM | (IIsI UCKIIOYEHHUS OMpEeNeNseTcs CYKIMHUI aleTOH B KPOBH H/WIK
MOYE)

- BPOXKJIEHHBIE HApYIICHHUS CHUHTE3a MKENYHBIX KHUCIOT (IUIsI HMCKIIOUEHHUS OMNpeaemseTcs
CHEKT] JKETUYHBIX KUCIOT B MOUE)

- MUTOXOHJpUalbHbIC TemaronaTuu (I WCKIIOYSHHS OTMpeAeNseTcs] KUCIOTHO-OCHOBHOE
COCTOSTHUE, YPOBEHB JIAKTAaTa B KPOBH)

- TIEPOKCHUCOMHBIE 0ONie3HU (AT HUCKIIOYEHUS OMPEICINSIOTCS OYEeHb JITUHHOICTIOUCYHbBIS
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YKUPHBIE KUCIIOTHI B KPOBH)

- TORCH wuH(exuu 1 BUpyCHBIE TeNaTUTHI (U1 UCKITIOYSHHS IPOBOAUTCS 0OCIIEI0BaHUE Ha
TORCH wun(ekunn 1 Mapkepbl BUPYCHBIX T'€IIaTUTOB)

- IOPOKH /MM aHOMAJIMU PA3BUTHS )KEITYHOW CHUCTEMBI (U1 UCKIIOYEeHUs mpoBoauTcst Y3U
KEJTYHOTO ITy3bIpsl HATOLIAK U APYrUX OPraHOB OPIOIIHOM MOJIOCTH)

- BPOXJCHHbIE aHOMAJIUU MOPTAJIbHOM CUCTEMBI (Ul MCKJIIOYEHUS MPOBOJUTCS
noruieporpadus mopTaIbHON CUCTEMBI)

- HACIIEICTBEHHbIE 3a00JIEBAHUs, MPOSBIIONINECS XO0JIECTa30M (Il UCKIIOYEHUS IIPOBOJAT
MOJIEKYJISIPHO-T€HETUYECKOE HCCIIEJOBAHUE 110 T€HETUYECKUM [aHEIISIM).

Boibop wucchenoBaHuii M MX 00beM omnpenenseTcs KIMHUYECKOW cHUTyalued B
VWHJMBHUYAIBHOM IOPSIKE.

2.4. MHCTpYMeHTa.HbeIe AnarHoctu4yeckme nccriegqosaHus

PekomeHyeTcss mpoBelieHUE YIbTPa3BYKOBOE MHCCIIEIOBAaHUE OPraHOB OPIOMIHOIM MOJOCTU
(KOMILJIEKCHOE), YIbTPa3BYKOBOE HCCIIEOBAaHUE IMOYEK M HAIMOYEUHHKOB BCEM NAallMeHTaM C
knuHu4YeckumMu npuszHakamu ['AJl wim ¢ ycranoBneHHbIM auarHo3oMm ['AJl mpu maccoBom
CKPUHHHT€ ]IS BBISIBIICHHS T€NaTo-, CIUIEHO- U Hedpomeranuu, acuuTa [1, 2, 15].

Yposens yoeautenbHoCTH pekomeramuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KoMMeHTapun: 71 OLEHKM KpPOBOTOKa B paMKax yIbTPa3BYKOBOTO HCCIIEIOBAaHUS
MPOBOJATCS  Takke Jommieporpadus COCyAOB TI€YEHH, CeNe3eHKH, mouek ([lymiexcHoe
CKaHUPOBAHUE COCYIOB TMeueHH, JlymiekcHoe CKaHMpOBaHHME COCYJOB Celle3eHKH, JlymiekcHoe
CKaHMPOBAHME HIDKHEH TMOJION U TIOYCUYHBIX BEH, [lyIJIekCHOe CKaHMPOBAaHKE apTePUil TIOYEK)

Pexomennyercs mpoBeneHne OPTATBMOCKONHHU C HMCIOJB30BAaHUEM IIEJICBOM JaMIIbl BCEM
MalMeHTaM C YCTAaHOBJEHHBIM auarHo3oM ['AJl mis BBISBICHUS KaTapakThl W/WIW JPYrou
MaTOJIOTMH 3PUTEIBHOTO aHanu3aropa [1, 2].

Yposens yoeaurenbHoCcTH pekomeraamuii — C (ypoBEHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — )

KommenTtapun: KarapakTta mosBiseTcsl y TAIMEHTOB, HE IOJIYYAIOIIMX JIUETOTEPANHI0 B
MepBbIe HEACIN >KU3HHU, KaK NPAaBUJIO, OHA MOXET OBbITh OOHapyXeHa TOJBKO IPH OCMOTPE C
IOMOIIBIO IIIEJIEBOM JTaMIIbI.

2.5. UHble gnarHocTnyeckme uccriegoBaHus

PexomenyeTcst KOHCYIbTalMs Bpada-TeHETHKa (MIEPBUYHBIC M TIOBTOPHBIE IO MOKA3aHUSM)
NalyeHTaM C yCTaHOBJICHHBIM auarto3oM ['AJl ¢ 1enpro KOHCYabTHpOBaHUS (cOOp aHamMHeE3a M
’KaJo0; COCTaBIEHUE POJOCIOBHOM; BU3yaJIbHOE HMCCIICJOBAaHUE C MPOBEICHHEM AaHTPONOMETPHU:
U3MEPEHHE pOCTa, Beca, OKPYKHOCTH TOJIOBBI), HA3HAUCHHS M KOPPEKIHMH ITUETOTEPAIHH,
OCYIIIECTBIICHHUS KOHTPOJIS 3 aIeKBaTHOCTBIO ee BhIMoJHeHus [15].

VpoBeHb yoeauTenbHoCTH pekoMeraluii — C (ypOBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KomMmeHTapuu: KOHCYNIbTaIMsl 0 BOIPOCAaM MUTAHUS MPOBOJUTCS BPauoOM-IUETOIOIOM IpU
JOCTYIHOCTH JITaHHOTO CIeluanucTa. Takxke B clydasX KIMHUYECKUX U J1a0OpaTOPHBIX JIaHHBIX,
yKa3bIBAIOUIMX Ha 3a00JieBaHHE W/MIM TOCJE TOJIydeHHUs pe3yJbTaTOB MAaCCOBOTO CKPHHMHIA,
CBHU/IETEJILCTBYIOUINX O TaJIaKTO3€MHM, Ha3HAYUTh JTUETOTEPAIHIO JIOJKEH Bpau-HEOHATOJIOT WU
Bpau-TieuaTp/Bpay ooueil npakTUky (CeMelHbIi Bpay).

PCKOMCH,Z[yeTCH KOHCYJIbTallU Bpa‘{a-O(I)TaHBMOJIOF a, (HCpBI/I‘-IHBIC U TOBTOPHBIC 11O
HOKEBE[HI/I}IM) nanyueHTaMm ¢ YCTAHOBJICHHBIM JHArHO30M I'AJl u IIpu HaJIWYUU KIMHUYCCKHUX
CUMIITOMOB, YKa3bIBalOIIUX Ha FA.H, C ICJIBIO BBIABJIICHUA HapyIJ_ICHI/Iﬁ 3pCHHA W BbISABJIICHUA
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KatapakTsl [7].
YposeHs yoeautenbHocTH pekomeHaamuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — )

PexomentyeTcst KOHCYIbTalMs Bpada-HEBPOJIOTa, (IIEPBUYHBIC U MOBTOPHBIE 110 IOKA3AHUSM )
C LENbI0 BBIABICHHUS HApyIICHUS (PYHKIHMHA HEPBHOW CHUCTEMbI MAIlMEHTaM C YCTAaHOBJICHHBIM
mrarHo3oM ['AJl W mpu HaIMYMKM KIMHUYECKUX CHMIITOMOB, yKasbiBatommx Ha ['AJl, a Takxe
KOPPEKLIUYU U KOHTPOJIS Tepanuu [7].

Yposens yoeautenbHoCTH pekomeHamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

PekoMeHyeTcsi KOHCYNbTAIlMsl Bpada-TieauaTpa/Bpada-TepareBTa/Bpada OOIIeH MPaKTUKH
(cemeitHorO Bpaya) (MEpBHYHBIE W TOBTOPHBIE MO TOKazaHWsM) manueHtam ¢ ['AJl, ¢ menbio
OIICHKHU OOIIEr0 COCTOSTHUS, HYTPUTHBHOTO CTaTyca W JTUArHOCTHUKW/TEPAIMH OCIOXHCHHM, B T..
WH(EKIIMOHHBIX, TAIUCHTaM C YCTaHOBJIGHHBIM quarao3oM ['AJl W mpu HaIWYMU KIMHUYIECKHX
CHUMIITOMOB, yKa3biBaromux Ha ['AJI [15].

Yposenb yoeautenbHoCTH pekomeHamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — )

PekoMeHyeTcss KOHCyNIbTalusi Bpada-racTpol’HTepoJiora (IEpBUYHBIE M TMOBTOPHBIE IIO
MOKa3aHUsAM) IMMAlIMEHTaM C YCTAaHOBJIEHHbIM auarHo3oM ['AJl W mpu HaIWMYUK KIMHUYECKUX
CUMITOMOB, yKa3biBatomux Ha ['AJl, ¢ 1enbpio BBISBIECHUS HapylleHUs (QyHKIUN KeITylo4HO-
KHIIEYHOTO TpakTa [43, 44].

Yposens yoeautenbHoCTH pekomeramuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

PexomeHmoBaHa KOHCyNIbTallMsi Bpaya — JAWETOJora (NEpBUYHBIE H IOBTOPHBIC IO
MOKa3aHMsIM) MAIEHTaM C yCTaHOBJIEHHBIM auarHo3oM ['AJ]l wiM ¢ KIMHUYEeCKUMU MPH3HAKAMU
I"'AJI i Ha3HAYEHUS ¥ KOPPEKIMK quetorepanuu [15, 29].

Yposens yoeaurenbHocTH pekomeraamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KommeHTapun: B ciayd4ae OTCYTCTBHsI Bpada-AMETOJIOra, MOXKET OBITh MpoBeIeHa
KOHCYJIbTAIlMsl Bpada-TeHETHKa. Tarkke B CIydasxX KIMHUYECKAX W JIA0OPATOPHBIX JAHHBIX,
YKa3bIBAOIMX Ha 3a00JIeBaHWUE W/WIIM TOCJE TOJIYYEHHsS] PE3yJIbTaTOB MacCOBOIO CKPWUHHHTA,
CBHUJICTEIILCTBYIONIMX O TJIAKTO3EMHH, Ha3HAYHTh JTUETOTEPAIHMIO JIOJDKEH Bpau-HEOHATOJIOT WU
Bpau-Tieuarp.

PekomeHnnyeTcss ydacTue B JAMAarHOCTUKE M BEACHHM MAllMEHTOB C TallaKTO3eMUen
MYJIbTUAUCIMIUIMHAPHON KOMaHJbl CHEIHATMCTOB B CBS3U C HAJIWYHMEM Pa3HOOOpa3HBIX
KJIMHUYECKHUX MPOSBJICHUI rajakro3emuu [45].

YpoBeHb yoeauTeabHOCTH pekoMmenaaiuii — C (YpOBEHb JJOCTOBEPHOCTH JI0KA3aTeNIbCTB — 4)

KomMenTapuu: Moryr ObITh HEOOXOIMMBI KOHCYJIbTAIlMs/BEACHHE Bpada-He(posora/spaya-
ypoJiora/Bpaya-ypojora-anapojora JeTCKOro Tpu  OoOpa3oBaHMM  OKCaJaTHBIX  MOYEBBIX
KOHKPDEMEHTOB C IeJIbI0 Tepalmud JaHHOTO COCTOSIHUS, Bpauda-MHPEKIMOHKCTa, Bpaya-
aHecTe3HoJIora-peaHuMaToiora, Bpada — KIMHUYECKoro (apmakojiora TMpU  HaJUYUU
WH(MEKIMOHHBIX, B T.4., CENTHYECKHX OCJOXHEHHH, Bpaua->HIOKPHUHOJIOTra/Bpadya-aeTCKOro
SHIOKPUHOJIOTa/Bpaya-aKyliepa-THHEKOJIora TMpH HApyIIeHUH (QYHKIUOHUPOBAHUS >KEHCKOU
pPENpPOAYKTUBHOM CHCTEMBI, MEIUIMHCKOIO IICHXOJIOra, JIOromeaa M Jip. B 3aBUCHUMOCTH OT
KITMHUYECKOM CUTYaIlnu.

2.6. AudbcepeHumanbHana aMarHocTuKa

PexomennoBano mamueHTam ¢ KiuHMYeckumu — cumnromamu  ['AJl mpoBenenue
muddepeHInanbHON JAUarHOCTUKA C 3a00JIeBaHUSIMU, UMEIOIIUMHU CXOXKYH CHMIOTOMATHUKY C
IIEJIBI0 YCTAHOBJICHHSI TMarHO3a U HA3HAYCHUSI COOTBETCTBYIOIICH Tepanuu [41].

Yposens yoeaurenbHOCTH pekoMeHnaiuii — C (YypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
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Kommenrapuu: uddepennumansaas 1narHocTuka MpOBOJUTCS C:

- 0O0JIE3HSIMHU, COMPOBOXKJIAIOIIUMUCS XOJIECTa30M W/WJIM YBEIMYCHHEM I€YeHU (TeraTur,
CUHIPOM AJaXujb; MPOTPECCUPYIOMINM CEeMEHHBIM BHYTPUIICUEHOUHBIH XoJjiecTa3 4-X THIIOB,
HEOHATAJIbHBIM T€MOXpPOMATO3, HAPYLIEHUS! LIMKJIAa MOYEBHUHBI, MUTOXOHJIPUAJIbHBIE T'€MIaTONATHH,
HEOHAaTaJIbHas BOJIYAHKA, BPOK/ICHHbIE HAPYIIEHUSI TIMKO3WINPOBAHUSL, NEPUIUT 1-aHTUTPUIICHHA,
TUpo3uHemus Tur, OosiesHb Humana-Iluka tun C, Gone3nnto BosibmaHa, AeduuuToM LUTPUHA,
[IeYeHOYHAasi TeMaHTMOAHI0TENIMOMA U Jp.);

- BPOXKJCHHBIMU [TOPOKAMU U aHOMAJIMSIMU JKEITYEBBIBOJIAIIEH cucTeMbl (OmnrapHas aTpes3us,
KHCTa X0JIeI0Xa U JIP)

- BpOXJEHHbIMU AHOMAJIMSMHU IOPTAJBHOW CHUCTEMbl (OTKPBITHIM apaHLMEB MPOTOK,
IIOPTOKABAJIBHBIM IWIYHT — MEXJy BOPOTHOM BEHOM W HWIKHEH IIOJIOW BEHOW, THIIOIIa3us
BHYTPUIICYEHOYHOW NOPTAIBHOI BEHbI)

- TPaH3UTOPHON THUIEPrajakTO3eMHE, KOTOpas OTMEYaeTcsl NpU TO3JAHEM 3aKpbITUU
BEeHO3HOTO mpoToka (Ductus venosus) u ncde3aer B TedeHHE 2-3-5 MECSAIIEB IMOCIIE €0 3aKPhITHS, a
TaK)Xe€ y FeTepO3UTOTHBIX HOocuTenel MaxxopHbix MyTauuid B reHax GALT u GALE.

3. JleyeHne, BKNroO4vasn MeAUKaAaMeHTO3HYH0 U HeMeOAUKaMeHTO3HYH Tepanuu,
AuvneTtToTepanuio, ob6e3bonnBaHue, MegULIMHCKUE MOKa3aHUA U NMpPOTUBONOKa3aHuUA K
npnuMeHeHno mMeToaoB fne4vYeHus

3.1. KoHcepBaTMBHOE fneYyeHue

Pexomennayercs npu nono3penun Ha ['AJl y MiageHia Ha OCHOBaHUM KIIMHUYECKOW KapTUHBI
WIM JaHHBIX HEOHATAJbHOTO CKPUHHMHTAa HEMENJICHHO IMepelTH Ha [AHWeTy C MCKIIOYEHUEM
rajlakTo3bl M JIAKTO3bl (HampHMep, Ha OCHOBE COM, THIpOJH3aTa Ka3eMHa WM 3JIEMEHTapHOU
CMECH), HE JIOKUIAsICh TMOATBEPKICHHUS AUArHO3a C LENbI0 CHIDKEHUS 00pa30BaHUSI TOKCHUECKUX
meTabonuToB [1, 7, 13].

Yposens yoeautenbHocTH pekomeraamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — )

KommenTapun: Ilpunoxkenune A3.1 — mepedyeHb O€37aKTO3HBIX CMECEH, BKIIIOUYCHHBIX B
Pacniopstxenue IlpaButensctBa PO ot 7 mekabps 2020 r. N 3242-p "OO yTBEpKIECHUU TEPEUHS
CHEIUaTU3UPOBAHHBIX IMPOJYKTOB JICYCOHOTO MUTAHUS IS JeTei-nHBaIM 0B Ha 2021 1",

Pexomenayercsi 3IMMUHALIMOHHAS JUETa, MPEIyCMaTpUBAIOIas MOKU3HEHHOE HCKIIIOYEHUE
W3 palMoHa MPOAYKTOB M JIEKAPCTBEHHBIX IMPENAPATOB, COACPKAIIMX TAIAKTO3Y M JaKTO3y, BCEM
MaleHTaM ¢ MOATBEPKJICHHBIM auarHo3oM kiaccuueckas I'AJI 1 u I'AJI II Bcex Bo3pactoB, ¢
LIEJIbI0 CHIKEHHUS 00pa30oBaHKs TOKCHYHBIX MeTabomToB [1, 13, 46].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaiuii — C (YypOBEHb JTOCTOBEPHOCTH JIOKA3aTEILCTB — 5)

KommenTapun: HEOOXOIUMO IMOJTHOCThIO HMCKIOYUTh M3 pAlMOHA TAaIllMeHTa JIF0OOW BH/I
MOJIOKa (B TOM YHCJIE KEHCKOE, KOPOBBE, KO3bE, JETCKUE MOJIOYHBIE CMECH U JIP.) U BCE MOJIOYHBIC
U KHUCIIOMOJIOUHBIE MPOAYKTBI, B COCTaB KOTOPBIX BXOJIUT MOJIOKO (Xi1€0, BBINIEYKA, COCHUCKH,
Konbackl, Kapamelnb, CIaJOCTH, MaprapuHbl M T.N.). 3ampemiaeTcss TakKe HCIOJIb30BaHNe
HU3KOJIAKTO3HBIX CMECEH U MOJIOKa.

P mpoayKTOB pacTUTENBHOTO MPOUCXOXKJEHHS (000O0BbIe, cOosi (HO HE H30JSIT COEBOTO
Oenka), Kakao, IOKOJIAJ], OPEXH, LIITHUHAT) COJAEPKUT OJIMTOCaxapuabl — rajJakTo3uasl (papunosy,
CTaxHuo3y), KUBOTHOTO MPOMCXOXAEHUS (CYONpPOIYKThI) — TJIMKONPOTEHHbI, KOTOPbIE SBISIOTCS
MOTEHIMATbHBIMU UICTOUHUKAMU ranakto3sl (cM. [Ipunoxenue I'5), mo3ToMy OHU UCKITIOUYAIOTCS U3
MUTAHUS TAMEeHTOB JIETCKOTO BO3pacTa M OTPaHMYMBAIOTCS B TUTAHUH B3POCIBIX MMAllUEHTOB.

B nacrosee BpeMs JUCTa C MAKCUMAJIBHO CTPOTUM UCKIIHOUYCHUCM rajakTo3bl/1aKTO3bl — 3TO
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€IMHCTBEHHBIN CI0CO0 COKPATHTh HAKOIICHHE TOKCHYHOTO KOMITOHEHTa — rajakTo3o-1-docdara B
TKaHSAX IMAlUCHTA C KJIACCHYECKOM TalaKTO3eMHEH M TaJakTUTOJa y MAalueHTOB C JISPUIIUTOM
raJlakTOKMHA3bl. [Ipy JIErKOM TEYEeHHWU TaJaKkTO3eMHH, OOyclIoBIeHHOU nedurutom YJ(D-D,
BO3MOXKHO HCIIOJIb30BAHUE HHU3KOTAJAKTO3HOW JUEThl B COOTBETCTBUU C JIONYCTUMBIMU
KOJIMYECTBAMH TaJIaKTO3bl B PALIMOHE O] KOHTPOJIEM €€ YPOBHS B CHIBOPOTKE KPOBH.

[Ipu cocraBiieHUW JIeYEOHBIX PAIIMOHOB IS TAIMEHTOB C TaJIAKTO3EMHUEH KOJUYECTBO
OCHOBHBIX IMHIIEBBIX BEHICCTB M DJHEPTHH JIOJDKHO COOTBETCTBOBAaTh PEKOMEHyeMBIM
(bu3HOIOTMYeCKMM HOpMaM TOTpeOeHus. B muTaHuu JeTeid mepBoro roja >KW3HU MAaTEPUHCKOE
MOJIOKO W/WJIM JCTCKHE MOJIOUHBIC CMECH JOJIKHBI OBITh 3aMCHEHBI aallTUPOBAHHBIMU TI0 COCTaBY
O0e3nakto3HbIMU  dopmynamu.  Jis  sedenus — mamueHtoB ¢ [AJl ucmonm3yroTcs
CTIEMAIM3UPOBAHHBIE CMECH Ha OCHOBE HM30JI5ITa COEBOTO OENKa MM BBICOKOTHAPOIM30BAHHBIX
MOJIOYHBIX OeNkoB. Takke HMCHOJB3YIOTCS CMECH Ha OCHOBE CHHTETHYCCKHUX AMHUHOKHCIOT U
0€3JIaKTO3HBIC Ka3eUHITPEIOMUHAHTHBIC MOJIOYHBIE CMECH.

Pexomennyercs neunts mamueHntoB ¢ ['AJl I, II, ¢ moMomipi0 MOXWU3HEHHOW IUETHI C
OTPAaHUYECHUEM COJEpPKAHUA TaJlaKTO3bl, KOTOpas HCKIOYAET TOJbKO HMCTOYHHMKU JAKTO3bl H
rajakTo3bl W3 MOJIOYHBIX MPOAYKTOB, HO TMO3BOJSET MOJy4aThb TajakTO3y M3 HEMOJOYHBIX
HWCTOYHHUKOB, KOTOpBIE COAEpKAT MHUHHMMAJIbHOE KOJHMYECTBO TAJAKTO3bl B pamroHe. B pamkax
9TOTO OTMPENEICHUSI Mbl TPHUHUMAEM, YTO HEOOJBINOE KOJIMYECTBO TaJaKTO3bl MPHUCYTCTBYET B
ONPENENICHHBIX 3peibIX ChIpaXx M Ka3euHarax. B HacTosee BpeMs HET JAOCTaTOYHBIX
JIOKA3aTeNIbCTB, MOJTBEPKAAIONIMX KOHKPETHYIO BO3PACTHYIO PEKOMEHAAIMIO OTHOCUTEIBHO
KOJIMYECTBA TajlaKTO3bl, Pa3peIIEHHOTO B PallOHE.

IlepeyeHb NpOIYKTOB, COJEpXKAIIMX TaJaKTO3MAbl M OOrarble TIMKONPOTEHIaMH — B
[Ipunoxxenun A3.2

PexomenyeTcs CMOb30BaTh CMECH Ha OCHOBE M30JI5Ta COEBOTO Oenka manuentam ¢ ['AJl
0e3 pHCKa aIEPTHUYECKHX pEeaKIui, B KadecTBE JIEUeOHOrOo MPOJIyKTa C IEIbI0 CHIDKCHHS
00pa3oBaHuUs TOKCHYHBIX MeTaboauToB [1, 3, 4].

Yposens yoeaurenbHoCcTH pekomeraamuii — C (ypoBEHb JOCTOBEPHOCTH JA0Ka3aTeIbCTB — 4)

KommeHnTapuu: npu MCTHOJB30BaHUM COEBBIX CMECEH B MUTAHUM T'PYAHBIX JE€Ted BO3MOYKHO
MOSIBJICHUE aJUIEPrUYECKUX PEaKIMii Ha OETOK COM.

B Ttakux clIy4daiax I_ICJICCOOGPaBHO HasHa4YaTb CMECH Ha OCHOBC BBICOKOTHAPOJIN30BAaHHBIX
MOJIOYHBIX O€JIKOB. B 3aBHCHMMOCTH OT COCTOSHHSA pe6eHKa BO3MOXHO COYCTAHHOC IIPUMCHCHUC
COCBOM CMECH M CMECH Ha OCHOBE TuapoJiM3ara Ka3€¢MHa B COOTHOLICHHH 1:1. B cJIydac
COYETAaHHOM aJJICpruu K Coc¢ u 66J'IKy KOPOBLETO MOJIOKA, pPCKOMCHIAOBAHO ITPHUMCHCHUC cMmecel Ha
OCHOBE aMHUHOKHUCIIOT. Bo3M0oKHO IMPUMCHCHUC KAa3CUHIIPCAOMNHAHTHBIX 0€3/1aKTO3HBIX MOJIOYHBIX
CMCCCH.

He pexomenayercs mnpuMeHsATh O€37TaKTO3HBIE MOJIOYHBIE CMECH C TIpeobiagaHueM
ChIBOpOTOUHBIX OenkoB (60% wu Oonee) mamuentam ¢ ['AJl, ¢ menpio MpemoTBpalleHUS
MOCTYIUICHHS TaTakTo3bl B opranusm [1, 3, 4].

VYpoBeHb yoeauTenbHOCTH pekoMmenaaruii — C (YpOBEHb JTOCTOBEPHOCTH JIOKA3aTEILCTB — 5)

KommenTapun: ykazaHHbIE CMECH MOTYT COJEPKATH CJIEOBBIE KOJIMYECTBA FAIAKTO3BI.

PexomenyeTcst cTporo 0e3nakTO3HbIE MPOAYKTHI MPUKOPMa M MOXKU3HEHHAs O€3JIaKTO3HasI
auera marnueHTam ¢ kinaccuueckoi [AJI I, ¢ menpro mpeaoTBpalleHus MOCTYIUICHUS TallaKTO3bl B
opranusm [1, 3, 4, 13].

YposeHs yoeaurenbHOCTH pekoMeHnaiuii — C (ypoBEHb JJOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)
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KoMMeHTapuu: nepBblii IPUKOPM BBOJUTCS B IEPUOJ, HaUMHast OT 4 10 6 MecsleB Ku3HU. B
MUTAHUN MCIOJB3YIOTCS TOJBKO O€3MOJIOUHBIE MPOIYKTHI M OJlf0Jja IpUKOpMa: Oe3MOJIOUHBIE
Kallli, a TaKKe OBOIIHOE, MSCHOE M (PpyKTOBoe miope. Bce MosOUHBIE MPOAYKTHI, BKIIOYAs
LIEJIbHOE KOPOBBE MOJIOKO, KACIOMOJIOYHBIE IIPOAYKThI, TBOPOT, 3alPEIal0TCs K UCIIOJIb30BAaHUIO Y
nanueHTos ¢ 'AJL

Bun nepBoro mnpuxkopma ONpeAessieTcs COCTOSIHUEM JKETyJOYHO-KUIIEYHOTO TpaKTa H
HYTPUTUBHBIM CTaTyCcOM peOeHKa. DTO MOXKET ObITh OBOIIHOE MIOPE I AETCKOro NMUTaHus 0e3
n00aBIEHUST MOJIOKA (M HE MMEIOIIHUX B COCTaBe OOOOBBIX) MM OE3MOJIOUHBIC Kallll Ha OCHOBE
KYKYpY3HOH, pUCOBOI WJIM IPEUYHEBOM MYKH, JUIsSl pa3BeI€HUsI KOTOPHIX HEOOXOIMMO UCIOJIb30BaTh
Ty CHEIHATU3UPOBAHHYIO CMECh, KOTOPYIO IMOJIydaeT peOeHOK. MSCHON NpUKOPM BBOJAT B
nutaHue ¢ 6 wMecsaues. [lpeumyiiecTBO OTAAIOT CHNEUUATU3UPOBAHHBIM JIETCKUM  MSICHBIM
KOHCEpBaM IMPOMBILIUICHHOTO BBINIYCKa, HE COAEpXKAallUM MOJIOKA W €ro IMpPOU3BOJHBIX U
cyOnpoyKTOB (Ha OCHOBE Msca KpOJIMKA, LBIIJIEHKA, UHACHKH U 11p.) [IpumepHbie CpoKu BBEACHUS
IpUKOpMa JeTsM nepBoro roja xxusHu ¢ I'AJI npusenens! B [Ipunoxenun I'4.

VYV mamuentoB ¢ GD aktuBHOCT, ['AJIT cocraBnser 15-25% ot HOpManmpHOW W OOBIYHO
npoTekaeT OeccumnToMHO. MuaneHnsl ¢ GD, coOmromaromue rajgakTo30COACPKAIIYI0 JTHETY
(Hanmpumep, TPYAHOE MOJIOKO WM OOBIYHYIO CMECh), MMEIOT TOBBIIMIeHHbIE ypoBHH (Gal-1-P B
IPUTPOLIUTAX. OTH OMOXMMHUYECKHE HAPYIICHHS HOPMAIM3YIOTCS HAa JUETE C OTPaHHYCHUEM
JIAKTO3BI; OJJHAKO JaKe NMPU HEOTPAaHUICHHOM IMUTAHUH YPOBHHU OOBIYHO HOPMAJIIM3YIOTCS B TCUCHHE
MepBOro rojaa >ku3HU. HecMoTps Ha OMOXMMHYECKHE OTKJIOHEHHS, MAlMEHTHl HE TOJIyYaBIIHE
ANMMHUHALMOHHYIO jaueroTepanuio ¢ GD — He mNpoaeMOHCTPUpPOBANIM HEOIArONmpHUSITHBIX
KIIMHUYECKUX UCXOJI0B BO BCEX MCCIIEOBAHUAX, POBEACHHBIX HAa CETOMHAIIHMM AeHb. [locnennue
KIIMHUYECKHEe PEKOMEHJallMd MO BeAeHHI0 mnanueHToB ¢ ['AJl He peKkoMeHAyloT JeueHue
nanueHToB ¢ BapuanToM GD, oiHaKo npu MOSBICHUN KIMHUYECKUX CUMITOMOB, YKa3bIBAIOIIUX Ha
MOpaXeHNe MEYEHH WJIM MPH BBICOKUX YPOBHSAX TOTAJIBHOM rayiakto3bl npesbimatoniue 20 mr/%
MO>KHO PacCMOTPETh BOMPOC 00 OrpaHNYEHUH MOCTYIIICHHS JIAKTO3bI C MULIECH.

[IpumepHble CpOKM BBEACHHUA M MPOAYKTHl IMPUKOPMA MAallMEHTaM C TrallakTo3eMuein
npeacrasieHsl B [Ipunoxennn A3.3

He  pexoMmenmyercs  NpUMEHEHHE  JIEKAPCTBEHHBIX  IPENaparoB,  COAEPIKAIIUX
JIAKTO3Y/TaJaKTO3y, a TAKKE TOMEONIATHYECKUX IIPENapaToB, HACTOEK U CIIMPTOBBIX JIEKAPCTBEHHBIX
dopM mammeHTaM JHO00Or0 BO3PAcTa, C LEIbI0 MPEJOTBPAIIEHHsS HAKOIUIEHHS TajaKTO3bl U €€
meTabonuToB [1, 3, 4].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii — C (YpOBEHb JJOCTOBEPHOCTH JJOKA3aTEILCTB — 5)

KoMMeHTapuu: j1akTo3a HEPEIKO MCIOJB3YETCS B KAUueCTBE BCIIOMOIATEIBHOTO BEIECTBA B
TOMEOIATHYECKUX JIEKAPCTBEHHBIX CPEACTBAX. DTAHOJ TOPMO3UT OSJIMMHUHAIMIO TallaKTO3bl M3
[ICYECHH.

Pexomennyetcs Bkimtouath B paruion rpu I'AJI [ mro6oe konmuecTBo U BUA PPYKTOB, OBOIIECH,
0000BbBIX, He(pepMEHTHPOBAHHBIX MPOAYKTOB Ha OCHOBE COHU, 3pEJbIX CHIPOB (C COIepKaHUEM
ranaktosbl < 25 mr/100 1) u numeBbIx J00aBOK € COJep)KaHuEM Ka3erHaTa HaTpus WK Kanbius [ 1,
3,4,13].

VYpoBeHb yoeauTenbHOCTH pekoMmenaaruii — C (YypOBEHb JOCTOBEPHOCTH JJOKA3aTEILCTB — 5)

KomMMeHTapuu: XOTsl BCe MPOIYKTHl Ha OCHOBE (PePMEHTHPOBAHHON COM COAep:KaT OOJbIle
raJIakTO3bl, OHU MOTYT OBITh pa3pelieHbl B HEOOIBIINX KOIMYECTBAaX, B pallMoOHe Yy AeTel crapiie 1
roja.

PCKOMCH,Z[yeTCH Ha3HaA4YC€HUC MOUCTBI C OrpaHUYCHHUCM rajakTO3bl/JaKTO3bI nanmueHTamMm C
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rerepanu3oBanHoil gopmoit T'AJI III ¢ menpro NpeOTBpAICHUs MOCTYIUICEHUS TajJakTO3bl B
OpraHusM, 3a HCKIIOYEHHEM MAIMEHTOB C MPOMEXKYTOYHOW (IOOpOKauecTBEHHOH) (opMoit
6ose3nu [20].

YposeHs yoeautenbHoCcTH pekomeHaamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — )

Kommenrtapuu: Ilanumentam c¢ 3toit gopmoit T'AJl TpeOyroTcs MOCTYIUIEHHE CIEIOBBIX
KOJIMYECTB TalaKTO3bl C MHILEH: MIJAJEHLEB CIeAyeT KOPMHUTb CMEChIO (HampuMep, COEBOM
CMECBI0), KOTOpasi COJICPIKUT HEOOJIBIIOe KOJIWYECTBO TaJaKTO3bl WM JIAKTO3Bl. B TO Bpemsi kak
HEOOXOJMMO JTMETHYECKOE OTrPAaHUYEHHE MOJIOUYHBIX TIPOJYKTOB C BBICOKHM COJIEpPKAHHEM
rajlakTo3bl, HE CJIEAYyEeT OIPaHUYMBATh HEMOJIOYHbIE UCTOYHHUKHU TajakTo3bl (0000BbIE, HEKOTOPbIE
GpyKTBl M OBOIIM, CYONpPOIYKThI). PeKoMeHIyeTcsi MOCTOSIHHOE JAWETHYECKOE OTpaHHYCHHE
MOJIOYHBIX ITPOJIYKTOB y JIET€H cTapIiero Bo3pacTta.

Pexomennmyercss WH(Y3MOHHAs Tepanmusl TMalMEeHTaM, HAaXOJSIIUMCS B  COCTOSHHH
MeTabOJIMIEeCKOTO KpH3a, C IENBI0 KOPPEKIMH BOIHO-DJIEKTPOJIUTHOTO OanaHca, MOIJIepKaHHS
HOPMAJILHOTO YPOBHSI TJIOKO3BI B KPOBH, JICYCHHS T€MOCTa3HMOJIOTHYECKUX HAPYIICHUH,
BOCCTaHOBJIeHHs (QYHKIMI TiedeHu u novek [1, 3, 4, 29].

Yposens yoeautenbHoCTH pekomeramuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D)

KommeHTapun: moka3aHmeM K WHQY3MOHHOH Teparmuu  SIBISTIOTCS — THUIOTJIMKEMUS,
THIOBOJIEMHsSI, THIIOKOAryJslus, Ja0opaTOpHbIE TPU3HAKKM TIEUYEHOYHOH W TIOYEUHOU
HE/I0CTaTOYHOCTH, HEOCTATOYHOCTh TUTAHUSI.

PGKOMCHHyeTCﬂ aHTI/I6aKTepI/IaJ'II)Ha$I TEpamus B COOTBETCTBUHN C JaHHBIMH 110
YYBCTBUTEIHHOCTH/PE3UCTEHTHOCTH MHKPOOPTaHMU3MOB H/WJIM YyBCTBUTEILHOCTHIO BBIIEICHHON
MUKpPO(DIOpPHl  MalMeHTaM, MMEIOMIMM oO4Yard HMHQ)EeKIMH ¢ [eNblo  TPeAOTBPAlICHUS
pacrpoctpaneHus nHOEKIUU 1 pa3BuTHs cencuca [1, 3, 7].

Yposens yoeautenbHocTH pekomeraamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KomMmeHTapuu: coriiacHO peKOMEHIAIHSIM IO CETICUCY

Pexomenmyercss mpueM B BO3pAacTHBIX  JIO3UPOBKAX  MpPENapaTroB  KajblHsg |
Konekanpumdepona ** (kom ATX A11CC), He coaeprkamux J1akTo3y BceM mamueHTam ¢ ['AJI
crapie 1 rona, ¢ nenbto npoduinakTuku AeduuTa BuTamuHa D 1 3a00sieBaHui, CBSI3aHHBIX C €T0
HeJocTaTouHoCThIO [1, 14].

YpoBeHb yoeauTeabHOCTH pekomenaamuii — C (YpOBEHb JTIOCTOBEPHOCTH JIOKA3aTEILCTB — 5)

Kommenrapuu: y nanmentoB ¢ ['AJI HabmogaeTcsi CHIDKEHHE MUHEPAIN3allii KOCTHOW TKaHH
IIpU OTCYTCTBUU NpHEMa MpernapaToB Kanblus U konekanbuudepona ** (kog ATX A11CC), uto
YacTO MPUBOJUT K Pa3BHTHIO PAHHETO OCTEONIOPO3a M TMOBBINICHHOMY PHCKY IMEPEIOMOB KOCTEH.
[Ipenapatel kanbius (Kaublus Tiaunepodocdar, kanbiusa riaokoHat ** (kog ATX AI2AA)), u
KoJekanbiudepona ** (Takke MOTYT Ha3HayaThCsl KOMOMHHUpOBaHHbIe mpenapatsl (Kanbuus
kapoonat + Kouekanpudepos)) Ha3HAYaOTCA MalueHTaMm Iocjie 1 roga Xu3HHM, Ha (QOHE
AIIMMUHAIIMYA CMECEH, SBIISIONIMXCSI OCHOBHBIM UCTOYHUKAM KaJIbIIUs M BUTaMHHA D.

PexomeHtyeTcst B ciiydae BBISIBJICHHOTO TMIIEPrOHAJAOTPOITHOTO TMIOrOHAAN3Ma Y EBOYEK C
OTCYTCTBHEM BTOPHYHBIX TOJIOBBIX TPHU3HAKOB JJIs HHHUIMALMK MyOepTaTta MCIOJIb30BaTh
mpenaparsl HPUPOAHBIX U TOJYCHHTETHYECKMX 3CTPOTE€HOB (#3CTpanuonl WM #3CTpaauosia
BaJiepar) B BUJIE IEPOPATBHBIX HJIH TpaHCAepMaibHbIX opm [38, 15, 7, 52].

VpoBeHb yoeauTenbHocTH pekoMeraluii — C (ypOBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KomMmeHTapuu: Bo3pacT MHMIMALMKM IyOepTaTa 3aBUCUT OT MHOTMX (akTopoB. B mepByro
ouepeqb HEOOXOIUMO JMarHOCTUPOBATh THMIEPrOHAJAOTPONHBIM THUHNOTOHAAW3M HAa OCHOBAHUHU
OTCYTCTBUSI BTOPHYHBIX TIOJIOBBIX MPHU3HAKOB B COYETAHMM C TOBBIIICHHEM YPOBHS
(bOJUTHKYIOCTUMYIUPYIOIIEr0o FTOPMOHA B KPOBU. BO-BTOPBIX, CPOKM Hayaia Teparuu SCTPOreHaMU
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3aBUCAT OT COOTHOIICHHS pPOCTa, MPOIMOPIMI Tela W KOCTHOTO Bo3pacta. CpenHuil BO3pact
WHUIMAIMK Tepanuu coctaiser 11-13 ner. Wawnmanms myOeprata TPOBOIUTCS Bpadamu-
SHJIOKPUHOJIOTAMH W/WIM  BpadyaMH-aKylIIepaMU-TUHEKOJIOTAMH 10 CXEME H3JI0)KCHHOU B
KJIIMHUYECKUX PEKOMEHIAIUAX 110 3aJ€PIKKE IMOJOBOTO PA3BUTHUS U TUIIOTOHAIU3MY.

PexomentyeTcst mpoBeeHNE 3aMECTHTEIBHOM TOPMOHAIBHOM Tepanuu MpernapaTaMi TPyIbl
[Iporecraredsl W 3CTPOreHbI B KOMOWHAIWU (KOMOWHUPOBAHHBIMH ACTPOTCH-TeCTareHHBIMHU
npernapaTamM), COJIEp’KallUMH €CTECTBEHHbIE JCTPOT€HBbl, MAIlMEHTaM JKEHCKOro Ioja ¢
rajlakTo3eMuei pyu He0OX0AMMOCTH, COTJIACHO OOIIMM MPUHIUIIAM 3aMECTUTENBHON Teparuu Ipu
MEPBUYHOM THIIEPTOHAJOTPOITHOM THIIOTOHAIU3ME C JICYEOHOW LENbI0 (COTIACHO KIMHUYECKUM
PEKOMEHIAIKSAM T10 33JIePKKE TOJIOBOTO Pa3BUTHUS U TMHOroHaau3my) [38, 15, 7, 52].

Yposenb yoeautenbHoCTH pekomeramuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KoMMeHTapuu: TpPHHIWIBI WHUIWAIMK TyOeprata ¥ MPOBEICHUS 3aMECTHTEIHHOU
TOpPMOHAJIBLHON Tepanuu y aeBouek ¢ ['AJl He oTnmyaroTcs OT OOUUX TPUHITUIIOB 3aMECTUTEIHHOM
TepamM¥ TPH TICPBHYHOM THIICPrOHAJOTPOITHOM THIOTHAIM3Me. VIMEITcs CBEICHUS O
BO3MOKHOCTH KPHOKOHCEPBALIMW TKaHW SIMYHWKA B JIOMyOEpTaTHOM BO3pacTe, B CBS3U C UYEM
JIeBOYKAM TI0Ka3aHa KOHCYJIbTAllMsl Bpaya-aKyllepa-THHEKOoJIoTa (CHenHaaIucTa Mo penpoayKIuu)
[38]. Bce mpemapatsr B Bujie TabIETOK COACPKAT HEOOIBIIOE KOJIMYECTBO JIAKTO3bI, HO 00IIas 103a
OYEHb MaJia [0 CPAaBHEHUIO C SHJOTEHHBIM ITPOU3BOJICTBOM.

3.2. Xupypruyeckoe neyeHuve

PexomeHyeTcsl XUpypruveckoe JIeUeHHe KaTapakThl MaleHTaM 0 MOKa3aHHsSIM, 0COOCHHO
IIPH TO3/IHEH THArHOCTHKE 3a00JIEBaHUS C IEJIbI0 BOCCTAHOBJICHHS 3pUTEIbHON QyHkmu [1, 15].

Yposens yoeautenbHocTH pekomeraamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KomMmeHTapun: kaTapakThl y TAIlMEHTOB C TaJaKTO3EMHEH XapaKTEepH3YIOTCS Kak Mallble,
TPaH3UTOPHBIC WM HEOHATAIbHBIC M MPOXOJIT Ha (PoHE Oe3TaKTO3HOI/Oe3raJakTO3HOW TUETHI;
OTHAKO, B OTJACJIBHBIX TO3/JHO JIMATHOCTUPOBAHHBIX CIydasx TpeOyercs MpHUMEHEHHUE
XUPYPTrU4eCKOTO JICYCHHUs (COTIACHO KIIMHUYECKUM PEKOMEHIAIUSM 110 KaTapakTe).

3.3. NHoe neuveHune

PekoMeHyeTcsi MCHUXOJIOTO-TIEIarOTHYeCKOe COMPOBOXKAECHUE, KOHCYJIbTAaTHBHAS IOMOIIb
Bpaua-joromnena, nangueHram ¢ ['AJl npu Hanmuuu mokasaHWil ¢ LEJIbI0 TUArHOCTUKU U JICYCHUS
MIPOSIBJICHUHN COMYTCTBYIOIICH NATOJIOTUU W/HITH OcliokHeHmi [15].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii — C (YpOBEHb JJOCTOBEPHOCTH JJOKA3aTEILCTB — 5)

Kommenrtapun: y Hekotopbix manueHToB ¢ ['AJl coxpansiercs puck ¢GopMuUpoBaHUs

OTCPOUYEHHBIX OCIOXHEHMH — 3aJepKKH (pH3HMIECKOro pasButus (Z-Score poct/Bo3pacTt < -2),
HapylieHuss pa3BuTusi peun ("BepOanbHOW jaucmpakcuu'), MOTOPHBIX (YHKIMH (aTtakcus),
octeornopo3a (P OTCYTCTBHH JIOTIOJHUTEIHHOTO BBEICHHS MPETIAPATOB KAIIBIU).

3azLep>I<Ka NICUXUYCCKOTO pPAa3BUTHS, BBIABJIAIOMIAACA Y HCEKOTOPBIX MAallUCHTOB C FA.H,
MOoJIyJaromux AUCETUYCCKOC JICUCHUC, HE TSXKEIIAdA; OHA MOKCT O6H8.py>KI/IBaTLC$I B PpaHHEM
BO3pacTC, HO 4Yalc CTAHOBUTCA OYEBUJHOM B IIIKOJBHBIE roanl, Korma y pe6eHKa BO3HHKAOT
TPYAHOCTHU C UYTCHUCM HIJIM YCBOCHUCM MATCMATHKHU. VY 4acTH MalUeHTOB BO3MOXKHO YMEPCHHOC
CHMIKCHUC UHTCIUICKTYAJIbHOTO Pa3sBUTUA HIIM JICTKaA YMCTBCHHAA OTCTAJIOCTh. Yy HCEKOTOPBIX
OTMCHAIOTCA ABUTATCIIBHBIC HAPYHICHUS B BHAC aTAaKCUHU, HCJIIOBKOCTHU MEJIKOH MOTOPHUKH,
paCCTpOﬁCTB PaBHOBECHUS U KOOpAUHAIIUU, MBIIICYHON AUCTOHUH, BO3MOXXHO HAJIMYIUC TpEMOpa
IIpHU BBIIMIOJIHCHHUU LECJICHAIIPABJICHHBIX JIeNCTBUIL. 3az[ep>1<1<a peUYCBOr0 pas3BUTUA Y IMALNUCHTOB C
I'AJI B paHHECM BO3paACTC MOKCT TMPOABIIATHCA 3aTPYAHCHUCM apPTUKYIIALUU, O6CI{H€HHBIM
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CJIOBAPHBIM 3aI1aCoM.

4. MeauuunHckasn pea6m1MTau,m|, MeaAUUUNHCKUe nokKasaHusA n
NPOTUBOMNOKa3aHUA K npuMeHeHno metonoB peaGMﬂMTaLIVIM

PexomenmyroTcss peaOMIMTAIIMOHHBIE MEpOTPHUATUS TAIlMeHTaM C  HEBPOJIOTHYECKUMHU
HapyIIEHWsIMH TI0 THUIY JETCKOTO IepeOpalbHOTrO Mapajnya BCIEACTBHE OMIMPYOMHOBOU
sHIE(daTONaTHH WM TOPAKECHUS 3PUTEIFHOTO AaHAJIM3aTopa BCIEACTBUE KPOBOMBIUSHHUA B
CeTYaTKy TJia3a, YaCTUYHOM aTpoduu 3putenpHoro Hepsa [20].

YposeHs yoeautenbHoCTH pekomenamuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D)

5. npO(*)Vl.ﬂaKTVIKa n ancnaHcepHoe HaGnwaeHne, MeaULMHCKUE NOKa3aHuA U
NPOTUBOMNOKAa3aHUA K npuMeHeHno metonoB HpO(*)I/I.ﬂaKTMKVI

5.1. MpodmnakTuka

PexomeHnyeTcss KOHCYNIbTAlMs Bpadya-TeHETHKA BCEM CEMbSIM TIOCIIE YCTAaHOBJICHUS TMAarHO3a
' AJI ¢ nenbio pa3bsICHEHHI TEHETHIECKOTO pUcKa B ceMbe [15].

Yposens yoeautenbHoCTH pekomeramuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

Kommentapun: B cembe, rne ects mammednT ¢ ['AJl, mmeercs 25% pucCKk TOBTOPHOTO
poxaenus pedenka ¢ ['AJl mpu kaxaoi mociemyromei O0epeMEeHHOCTH. Y POJICTBEHHUKOB W3
TPYNIBI PUCKA TAKKE BO3MOXKHO HOCHUTEIBCTBO MYTAIIMM, €CIIM OHHM OBLIN WICHTU(UIIMPOBAHEI B
naHHou ceMmbe. JlopogoBas auarnoctrka I'AJI Bo3mokHa meronamu JIHK-ananuza na marepuaie
BOpCHMH XopuoHa. Bompoc o mnpoBeneHun mnpeHaTanbHOW auarHoctukd ['AJI moimkeH OBITH
00CYXXJIEH C pOAUTENSIMH MpPEXIe, YeM MPUHATH OKOHYATEIbHOE pElIeHHe, TaK Kak 3a0oJjieBaHue
MOAJIAETCSl JICYCHHUIO.

5.2. lncnaHcepHoe HabnoageHue

C uenpio MpeaynpexaeHus MHTEUIEKTYaJbHbIX, KOTHUTHUBHBIX, PEUYEBBIX, MO3HABATEIBHBIX
HapyIIEHU, TapMOHUYHOTO (DPU3UYECKOTO Pa3BUTHUS IMCIIAHCEPHOE HAOIIO/IEHUE BKIIIOYAET B ce0s
KOHTPOJIb 3a JIa0OpaTOPHBIMU MOKA3aTeNIMU U 33 KIMHUKO-UHCTPYMEHTAJIbHBIMU MOKa3aTelsiMHu,
oTpaxaromuMu 3pGEeKTUBHOCTH TepaTuu

KOHTpOJ'IL 3a aACKBATHOCTBIO JICUCHHA

PexomeHtyeTcsi KOHTPOJIUPOBATh aJCKBATHOCTh IPOBOJUMON TEpalmud C [OMOIIBIO
ompeneeHusT COAep)KaHus OOIIeH rajgakTosbl (Tajakro3a + ramsakto3o-l-docdar) B xpoBu Bcem
narrienTam ¢ ['AJI ¢ nienbio cBoeBpeMeHHoM Koppekiuu auets [20].

VYpoBeHb yoeauTeabHOCTH pekomenaaruii — C (YpOBEHb JJOCTOBEPHOCTH JIOKA3aTEIILCTB — 5)

Kommenrtapun: Yactora KOHTPOJIS COJACPIKAHMS TATAKTO3bl B CHIBOPOTKE KPOBH COCTABIISET
He pexe 1 pa3 B 3 Mecslia Ha IEPBOM TOy KH3HHU, Jlaee He pexke | pa3a B roJi HOKU3HEHHO, TaKKe
BO3MOHO TPOBOJUTH JOMOJHUTEIBHOE HCCIEOBAHME B CIy4asX IOBBIIICHUS NOTPEOICHUS
raJlakTo3bl /WK TIPU TIOI03PEHUH Ha PA3BUTHE HHTOKCUKAIIMH

Pexomennyercs neBoukam ¢ I'AJI B nmepuon mununyodeprara uccinegoanue ypoBHs OCI' u
AMI' (aHTMMIOJUIEPOBBIM TOPMOH) JUIs OLEHKM OBApUalbHOTO pe3epBa U HEOOXOAMMOCTHU
KOHCYJIbTAIlMH Bpadya-aKyliepa-TMHEKoJIora (CrenyanucTta 1mo penpoaykuun) |36, 37].

VYpoBeHs yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEHb IOCTOBEPHOCTH JJOKAa3aTEIbCTB — 5)

PeKOMeH,Z[yCTCﬂ J€BOYKaM C I'AJl npu SHAOKPHUHOJIOTHYCCKOM O6CJIC,Z[OB8.HI/II/I B MEepuon
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nybepTara MpoOBEJCHUE AHTPOIIOMETPUYECKOTO HCCIECIOBAHMUSA M OLIEHKM TOJOBOTO Pa3BUTHS IO
mkane TaHHep, OIleHKa KOCTHOTO BO3pacTa, UCCIeI0BaHUE YPOBHS TOHAJOTPOIHBIX ropMoHOB (JII'
u ®CI') u ypoBHs AMI' nns 1MarHOCTUKU TMIEPrOHAJOTPOIHOTO T'MIIOIOHAAM3Ma, ONpEAEICHUS
CPOKOB Hauaja 3aMEeCTUTEIIbHOW TOPMOHAIBHOM Tepanuu U HEOOXOJMMOCTH KOHCYJIbTALlMU Bpaya-
aKyIiepa — THHEKOJIora (CrenuanicTa no penpoaykiun) [36, 37].

YposeHs yoeautenbHoCTH pekomeHamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

Kommenrapun: y neBouek ¢ ['AJI dopmupyercs nepBUYHAs HEIOCTATOYHOCTH SHYHUKOB,
KOTOpasi MOJKET Pa3BHBATHCS KaK B JOMYOEpTaTHBIN MEPHOJ U MOTPEOOBATh HA3HAUCHUE TEpaIuu
ACTPOTeHaMH ISl MHHUIMAIUK MyOepTara, Tak W IOCIe cTrapra Iy0Oeprara, 4To HOTpeOyeT
3aMEeCTHTEIbHON TopMoHanbHOU Tepanuu [36, 37]. CHmkeHne (HOIMKYISIPHOTO ITyja BO3MOKHO
y)K€ B paHHEM BO3pacTe, B CBS3M C YeM, IOKa3aHa pPaHHss KOHCYJIbTAIMsS Bpada-akyliepa-
THHEKOJIOTa (CTeNUAINCTA 110 PETIPOAYKIMH), B TO K€ BPEMsI OITMCAHbI CIIOHTaHHbIE OEPEMEHHOCTH
y nauueHTok ¢ I'AJL.

PexomenyeTcst yapTpa3ByKOBOE MCCIIEIOBAHIE OPraHOB Majoro Ta3a (KoMIuiekcHoe) 1 pas B
rog A€BOYKaM C I'AJI ¢ 12-netHero BO3pacTa ajid OUCHKU COCTOAHUA ANYHUKOB U COOTBETCTBUSA UX
pa3mMepoB Bo3pacTHbIM HOpMaM [36, 37].

Yposens yoeautenbHoCTH pekomeramuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

Pexomennayercs HCCJICIOBaHUE MHUHEpaTbLHON IIJIOTHOCTH KOCTHOU TKaHU —
(pentrenoaeHcuToMeTpus) y marueHToB ¢ ['AJI 1 crapmie 5 neT nis AMArHOCTUKHA CTENEHU
OCTEOTIEHUH, BBISIBJICHHSI TPYIIBI PUCKA M0 OCTEONOPO3y U MPUHITHS MTpoduiakTudeckux mep [ 1-4,
15].

Yposens yoeauTenbHOCTH pekomeHaamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KomMeHnTapuu: yactoTa MccieI0BaHU — MO TOKa3aHUsIM He 4aie | pasa B roj, He pexe |
pa3 B 5 ner.

Pekomennyercss HaOmrofieHHe Bpaua-akyllepa-THHEKOJIOTa U Bpada-3HIOKPHUHOJIOTa/Bpaya-
JETCKOTO SHIOKPUHOJIOTa M Ha3HAUEHUE 3aMECTHTENbHOM TOPMOHAJIBHOW TEpaluu JEBOYKAM C
I'AJI ¢ 12-nerHero Bo3pacTa NpH BBISBICHUU IEPBUYHOM aAMEHOPEH, C IEJIbI0 KOPPEKIUU
ropMoHaJIbHOTO cTaryca [15].

YpoBeHb yoeauTeabHOCTH pekoMmenaaiuii — C (ypoBeHb JIOCTOBEPHOCTH JIOKA3aTEIILCTB — 5)

PexomenmoBano marmentam ¢ ['AJI mpoBeneHHMe OHOXMMHUYECKOTO aHAU3a KpPOBH
00IIeTepaneBTHYECKOTO C IIETbI0 OICHKH COCTOSIHUS TEYEHH, MOYEK M BBISBJICHUS, OTKIOHEHUH
BaXHBIX OMOXMMHUYECKUX TMOKa3aTee U MX JallbHEeHIelH Koppekuuu He pexe 1 pasa B rox [6, 7,
29-35].

VYpoBeHb yoeauTeabHOCTH pekomenaaruii — C (YypOBEHb JJOCTOBEPHOCTH JJ0KA3aTEILCTB — 5)

KommeHTapuu: TpM  TPUMEHEHUW OTPAaHUYUTEIBHOH JIUETHI BO3MOXHO  pPa3BHTHE
JMCIIPOTEMHEMHUH, HAPYIICHUS MHHEPAJbHOTO OOMEHa W Je(UIIMTa BaXKHBIX MHUKPOIIEMEHTOB.
[lenecoobpa3Ho omnpeaeeHue coaep KaHus TII0KO3bI, 001Iero 0enka, 0eakoBbIX (ppakmuii, 001ero
OunMpyOHHa, XOJIECTEpUHA, TPUTIULEPUIOB, JUIONPOTEUTOB HHU3KOM W BBICOKON IJIOTHOCTH,
menoyHo  ¢ocdaTaspl, KpeaTWHUHA, MOYEBMHBI,  anaHuHamuHOTpaHcdepassl  (AJIT),
acriapraramMmuHoTpancgepasbl (ACT), kampuus oOLIEr0o M HMOHM3MPOBAHHOTO, HATPHS, Kaylus,
Heopranudeckoro ¢ocdopa, xenesa, peppuTHHA, YPOBHS OCHOBHOTO MeTaboiuTa BUTaMHMHa D B
KpoBH (uccinenoBanue ypoBHs 25-OH ButramuHa /| B KpOBHU C IIeIbIO OLIEHKH OajlaHca BayKHEHIINX
HYTPUEHTOB NpPU JMETOTEPANNHU, OLEHKU KajblMeBO-PochOopHOro OOMEHa, OLEHKH COCTOSIHUS
MOYeK, MEYSHHU C MEPHOANYHOCTHIO 1 pa3 B ro.

- PeKOMeH,Z[yeTCH nanqucHTaM C FA.H, MmoJiydaromux JUCTOTCpaIui0 UCCICAOBAHUC O6H.[€FO,
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Oonoxumuueckoro ananuza Moy (OOmmii (knmuHMYeckuid) aHanu3 moun), (MccinenoBanue ypoBHS
Kajbplug B Moue, MccnenoBanue ypoBHS HaTpUsl B MOYE LIMTPATOB, OKCAJIATOB B MOYE), a TAK¥Ke
OmnpeneneHne KOHIGHTpPAlMM BOJOPOIHBIX HOHOB (pH) Moum, yzaenpHOro Beca MOYHU
(MccnenoBanune moun meronoM 3uMHuikoro (Co6op moum i 1a00OpaTOPHOTO HCCIIENOBAaHUS,
Omnpenenenue o0beMa Mouu, OnpeesieHne yaeabHOro Beca (OTHOCUTEIBHOM MIIOTHOCTH) MOYH)) C
[ENbI0 OLEHKM (PYHKIMOHAIBHOTO COCTOSIHUSI TOYEK M OLEHKH PHCKa/CBOCBPEMEHHOMH
nauarHoctuku gopmupoBanus koukpemenTos [30, 31, 48].

Yposens yoeautenbHoCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KomMmeHTapuu: 4acToTa HCClIeJOBaHNi ONpeessieTcs WHANBUYaTbHO

PekomennyeTcss mpoBeneHHe yiabTpa3BykoBoro wuccienoBanus (Y3UW) opraHoB OpronrHoi
MOJIOCTH (KOMILJIEKCHOE) U YJAbTPa3BYKOBOE HCCJIEIOBAaHUE MOYEK M HAANOYEYHUKOB HE pexe |
paza B rox mauumeHTamM ¢ ['AJl  n1nsg  BBISBIGHHMS JAMCMETAa0OJIMUYECKHUX HeppomaTHii,
HeQpOKAIBIINHO3a, U3MEHEHUI CO CTOPOHBI ICUSHHU | TIOJPKENTYJOYHOM *kenessl [ 1, 2, 15].

Yposenb yoeautenbHoCTH pekomeramuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTENbCTB — D)

Kommenrtapun: Y3U opranoB OprolIHO# NOJOCTH U MOYEK MPOBOJUTCS HE pexe | pasa B roj.
y JeTel MepBOro roja peKOMEHJIOBAHO 0oJiee YacTOe HCCIIEOBaHHE JJSl KOHTPOJIS COCTOSIHMS,
0COOEHHO TIPH JIEKOMITCHCAITHH.

Pexomennyercs oOyuuTh pojaurteneid mnanueHtoB ¢ ['AJl  mpaBwinam  opranuszanuu
JTUETOTEpAaMi W KOHTPOJS 3a aJIeKBaTHOCTHIO €€ TMPOBEJACHUS C IMEJbI0 TIOBBIIICHUS
s dexTruBHOCTH eueHus [1, 3, 4].

Yposens yoeautenbHocTH pekomeHaamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

PekoMeHyeTcsi KOHCYIbTallUM BPAadyOM-TE€HETUKOM C IIEJIbI0 OIEHKM JAMHAMUKH Pa3BUTHUS
nanueHToB ¢ ['AJl a5 CBOEBpPEMEHHOTO BBISBICHUS HapylIeHUH M MpU HEoOXOJUMOCTH
HAIpaBJICHUs K COOTBETCTBYIOIIEMY CIICIIHATUCTY JJIsl HAOMIOCHUS ¥ KOppeKIuu jeueHus [15].

Yposens yoeaurenbHocTH pekomeraamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KomMmMeHTapuu: corjgacHO MHEHHUIO paboyeil rpymnibl pOCCUHCKUX SKCIIEPTOB, 1€1ec000pa3HO
MIPOBOJUTH KOHCYJIbTAINH:

- B Bo3pacTe 10 6 Mec — He pexe 1 pa3 B 2 mec, ¢ 6 mec 10 1 roga — He pexke 1 paza B 3
Mecsa

-c I roga no 12 ner — He pexe 1 paza B 6 mecsiieB

- ctapuie 12 net He pexe 1 pa3za B roj

Pexomeni0BaHa KOHCYJIbTalUsl Bpaya-IUeToJIora MalUeHTaM C YCTAHOBJIEHHBIM JMAarHO30M
I"AJI 17t OLIEHKH HYTPUTHBHOTO CTaTyca, OLEHKH 3()()EKTUBHOCTU TUETOTEpPAlMU U €€ KOPPEKLIUU
npu HeoOxoaumoctH [15, 29].

VpoBeHb yoeauTenbHoCTH pekoMeraluii — C (YpOBeHb TOCTOBEPHOCTH JI0KA3aTeIbCTB — 5)

KommenTapuu: natoreneTnueckum metoioM jeuenus I'AJl sBnsercsa querorepanus. Yacrora
MIOCELIeHUsI Bpaya-JueToJiora — 1o nokazanusM. CorjaacHO MHEHHMIO pabodel TPyMibl pOCCUHCKUX
9KCMEPTOB, LEJIECO00Pa3HO MPOBOUTH KOHCYIbTAIIMU:

- B Bo3pacte A0 6 mec — He pexe 1 pa3 B 2 mec, ¢ 6 mec 10 1 roga — He pexe | paza B 3
Mecsa

- c 1 rona go 12 net — He pexe 1 pa3a B 6 mecsleB

- crapue 12 ner — He pexe | pa3a B rof

Knaccudukanus Hapymenus HyTpuTuBHOro crtaryca BO3 mpexacraBnena B Ilpunoxenun
A3.4.

PexomeH10BaHa KOHCYJbTALMU Bpaya-TeuaTpa/Bpadya-TeparneBTa/Bpadya OOMIEH NpPaKTHKU
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(cemeitnoro Bpaua) manueHtam ¢ I'AJl s olleHKH OOLIeTro COCTOSHHS 30POBBS M ONPEICTICHHS
TaKTHKH JayibHelIen Tepanuu [15].
YposeHs yoeautenbHoCcTH pekomeHaamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — )
Kommenrtapun: He pexxke 1 paza B 6 mecsmeB. OOBIYHO Kaxable 3 Mecslla Ha MEPBOM TOAY
KU3HU, Kaxzable 4 Mecslla Ha BTOPOM TOJYy JKU3HM, Kaxable 6 MecsaueB g0 14 ner, naisee —
€XeroHo. B moapocTkoBOM Bo3pacTe B CBSI3M € HEOOXOAMMOCTHIO MOHHUTOPHUPOBAHUS TOJIOBOTO
Pa3BUTHUS — MOTYT IMOHAIO0UTHCS OoJiee yacThie OCMOTPHI [29].

PekoMeHI0BaHa KOHCY/IBTAIMS Bpava-TepareBTa/Bpada o0IIel mpakTUKe (CEMEHHOTo Bpaya)
JUId nanueHTa crapiue 18 net ¢ ycrtaHoBiieHHbIM auarHo3oM ['AJI nis oueHku oOmiero coctosHus
3JI0POBBS M OTIPEICICHUS TAKTHKH JaibHeimei Tepanuu [15].

Yposenb yoeautenbHoCTH pekomeraiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — )

Kommenrtapuu: He pexe | pasa B roa.

PexomennoBaHa KOHCYNbTAIUsl Bpada-TaCTPOIHTEPOJIOTA TMMAIMEHTaM C YCTaHOBJICHHBIM
JUarHo3omMm TI'AJI Ipru HAJIN4YUH MOKa3aHui AJiss CBOCBPEMCHHOI'O BBIABJICHHA W/ MOHHUTOPHHTA
racTpOIHTEPOJIOrHUECKO marosoruu [43, 44].

Yposens yoeautenbHoCTH pekomeramuii — C (ypoBeHb JO0CTOBEPHOCTH J0Ka3aTeIbCTB — 4)

PexomennoBana naruentam ¢ ['AJl mo mokazaHusIM KOHCYJbTallHMs Bpada-KapAuOJoTa/Bpadya
— JIETCKOTO KapauoJjora MOBTOPHASI JJI OIEHKHU BBISBICHHBIX KapJIUOJOTHYECKUX WU3MEHEHUW W
pemieHus Bonpoca o tepanuu [45, 20].

Yposens yoeautenbHocTH pekomeraamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

PexomengoBana marentam ¢ ['AJl mo moka3zaHWsIM KOHCYJbTAIlUMs Bpada-HEBpoOJOTa s
CBOEBPEMCHHOTO BBISBJICHUS W/HIIM MOHUTOPUHTA HEBPOJIOTHYECKUX M3MEHEeHHUH [7].

Yposens yoeaurenbHocTH pekomeraamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KommMmenTapuii: B cpeaHem, ¢ Bo3pacrta 2-3 jeT — He pexke 1 paza B 6 mecsieB U He pexe |
paza B TOJ NS B3pOCHbIX MalnueHToB. [Ipu BBIABIEHUM HEBPOJOTMYECKUX HAPYIICHUH —
HEOOX0 MM JaTbHEHIITNI MOHUTOPHHT TAHHBIX MIPOsIBIICHUH [7].

PexomennoBan manuentam ¢ I'AJI ocMoTp BpadoMm-odranbmosiorom He pexxe 1 pasa B 3 roga
C LIEJIBIO BBISBJICHUS IIa3HO# matosioruu [7].
VYpoBeHb yoeauTeabHOCTH pekoMmenaamuii — C (YpOBEHb JJOCTOBEPHOCTH JIOKA3aTEILCTB — 5)

PekoMeHayeTcss KOHCynbTallMsl Bpada-d>HAOKPUHOJIOra/Bpadya-AeTCKOTO0  3HJIOKPHHOJIOTa
nesoukam ¢ ['AJI B mepuon munumyOeprara (6-12 Mec) M Mo JOCTHKEHHH HWKHEH T'PaHUIIBI
nybepratHoro Bo3pacrta (8-10 1eT) ¢ 1enbo IMarHOCTUKU THIIEPrOHAJA0TPOMHOTO TUIOTOHAIU3MA
[36, 37].

YpoBeHb yoeauTeabHOCTH pekomenaaruii — C (YypOBEHb JJOCTOBEPHOCTH JIOKA3aTEIILCTB — 5)

PexomeH10BaHa KOHCYNbTAIMsI MEIUIIMHCKOTO INcuxojora nanueHtam ¢ ['AJl npu Hanuuuu
MOKa3aHWi Ul OLEHKM M KOPPEKUUH TICUXOJIOIMYECKOIO COCTOSIHHS W ICHXOJIOTO-
MearornIeckoro COMPOBOKICHUS ceMbU He pexe | pasa B rof [15, 45].

VpoBeHb yoeauTenbHOCTH pekoMeraluii — C (ypOBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 5)

KomMmeHTapuu: 111 OLEHKM HHTEJUIEKTa M JIPYTUX BUAOB IICUXUYECKOH JESATEIbHOCTH
naiueHToB ¢ ['AJI Hcrosb3yloT COOTBETCTBYIOIIME MPOTpaMMbl M TECThl. Bo BpeMs mepexoaHoro
nepuojia TMOJAPOCTKAM OCOOEHHO HeoO0XoJuMa IICHXOJIOTMYecKass TIOMOIIb [0 BOIpPOCaM
KOMMYHHUKAIlMM B CeMbe M 0OIIecTBe, MPOo(ecCHOHANbHON opueHTauuu; it keHIuH ¢ ['AJl
aKIeHT CJIeJyeT JeflaTh aKIIeHT Ha BOIPOCAX, CBA3aHHBIX ¢ OEPEMEHHOCTHIO.
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PeKOMeHHOBaHa KOHCYJIbTallUd MCIAUIUHCKOI'O TIICUXOJIOra IIOBTOpHAd IMallUCHTaAM C
YCTAHOBJICHHBIM JHArHO30M T'AJI Ipyu HAJINYHUU HOKa3aHui I IICUXOJIOTO-IIEeAarorn4eCKoro
COIPOBOKICHUs ceMmbH [ 15, 45].

YposeHs yoeautenbHoCcTH pekomeHaamuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — )

KOMMGHTapI/II/IZ IICUXOJIOTHUYCCKAad IMOMOIIb ITalTUECHTAM MOXKET HOTpe6OBaTI) KypC 3aHITHA — B
3aBUCHUMOCTHU OT UHAUBUAYAJIbHBIX 0CcoOeHHOCTENR IIalfu€HTa U CEMbH.

PexomennoBano mnammentam ¢ ['AJl koHCynbTammst Bpada-peadHIIMTONOra C  IEJIBI0
COCTABJICHUS [IJIaHA peadUIMTAIIMK TIPY HATMYMY nokaszanwuii [15, 45, 20].
Yposens yoeaurenbHocTH pekomeraiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

PCKOMCHHyeTCSI y4aCTu€ B BCACHHWH IMALUCHTOB C rajaxkTo3eMuen MYJ'IBTI/I}II/ICIII/IHJ'II/IHapHOI\;I
KOMaHAbI CIICOUAJINCTOB B CBSA3U C HaAaJIW4YUEM p33H006pa3HBIX KIIMHUYCCKUX HpOSIBJ'IeHI/Iﬁ
rajakro3emuu [45].

Yposens yoeautenbHoCTH pekomeramuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommMenTapuu: Moryr ObITb HEOOXOJMMBI MEPBUYHBIE U MOBTOPHBIE KOHCY/IbTAIIMM Bpada-
He(dponora/Bpava-ypoJsiora/Bpava-yposora-aHaposora JIeTCKOTO, Bpada-uH(PEKIMOHHUCTa, Bpaya-
aHEeCTEe3MO0JIOTa-PEaHNMATOJIOTa, Bpada-KIMHUIECKOTO (hapMaKkoJiora, Bpada-dHJI0KPHHOJIOTa/BpaJa-
JETCKOTO PHJIOKPUHOJIOTA, Bpada-aKyliepa-rTHHEKOIOTa, MEIUITMHCKOTO TICHXO0JI0Ta, JIOToNena U JIp.
B 3aBUCHMOCTH OT KJIMHHUYECKOU CUTyaluu.

Pekomennyercs mnamuentram ¢ ['AJl mpu OTCYTCTBHM CONYTCTBYIOUIMX 3a00JieBaHUMN
MPOBOJUTH MNPO(GUIAKTUYECKYI0 BaKIMHALIMIO C LeNbio (OPMHUPOBAHHMS HMMYHHOM 3aIllUThI
opranusMa ot uHpekui mo rpaduky [49].

Yposens yoeaurenbHocTH pekomenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KoMMeHTapuu: mpu HajdWuuMy COIMYTCTBYIOHIMX 3a00JIEBaHUN pa3pelieHHe Ha MpOBEACHUE
MIPUBUBOK JAeTCS COOTBETCTBYIOLIUM CHEIHaTuCTOM. JlaHHBIE pEeKOMEHJAllMd OCHOBAaHBI Ha
MHOTOJIETHEM OTIbITE pabOThl Bpauel, CIeHATU3UPYIONINXCS HAa JICUEHUHU NAIMeHTOB ¢ B PD.

6. OpraHusauusa okasaHMA MeaULMHCKOM NoMoLLm

[Toxa3zaHwust IUIs TUTAHOBOM TOCITUTAIN3AIMH B MEJUITUHCKYIO OPTaHU3aIUIO:

1. mpoBeneHWE AMArHOCTHKH M JICUCHHsI, TPEOYIOUIME MPOJOKUTEIFHOTO (IHEBHOE WIIH
KPYIrJIOCYTOYHOE TpeObIBaHUE) MEAMIMHCKOTO HAONIONCHHS ¥  MOHUTOPHHTA  KJIMHUKO-
1a00paTOPHBIX MOKA3ATEIICH;

2. HeoOXOJWMOCTh TMPOBEACHUS PA3JUYHBIX BHJIOB O3KCIIEPTU3 WM OOCICIOBaHUS B
MEJIUIMHCKOW OpraHU3aluy MPH HEBO3MOXKHOCTH MPOBEACHUS UX B aMOYJIATOPHBIX YCIOBHUSX (B
TOM uncie oopMIIeHHE 3aKTI0UeHUs (peeparbHOro KOHCUINYMa/BpaueOHOM KOMUCCHN).

IToxazanus gis BKCTpeHHOﬁ rocuvuTajan3anvui B MEAUIIMHCKYIO OPraHnu3aliuio:

1. OCTpBIC YIrpOXaromue g XU3HU U DPA3BUTHUA OCJOKHEHUM COCTOsHUA, Tpe6y1-OH_II/Ie
HCOTJIOXKHOI'o JICHCHHA, B TOM 4YHCIIC WHTEHCHUBHOM TEpallii, a TaKXKXE KPYIrJIOCYyTOYHOTO
MCIHUIIMHCKOT'O Ha6J'II-OI[eHI/II/I U MMPOBCACHHA CIICIUAJIbHBIX BUIOB 06CJ'I€I[0B3.HI/I}I H JICUCHUA.

IToxa3aHus K BBIITMCKE MAMEHTA U3 MEJULIMHCKON OpraHu3aluu:

1. oTcyrcTBUE Yrpo3bl JUISl )KU3HU MAIMEHTa M Yrpo3bl Pa3BUTHS OCIOKHEHHH, TpeOyommX
HEOTJIOKHOTO JICYEHMSI TP 3aBEPILICHUE TUATHOCTUYECKUX MEPOIIPUATHH.

2. crabunu3amys COCTOSHHUS M OCHOBHBIX  KIMHUKO-JAOOPATOpPHBIX  IMOKa3aTesei
MAaTOJOIMYECKOr0 Tpoliecca, OTCYTCTBHE HEOOXOAMMOCTH B IPOJOKUTEIBHOM MEIUIIMHCKOM
Ha0Jr01eHUH (JTHEBHOE MJTH KPYITIOCYTOYHOE NMpeObIBaHKE);
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3. HE0OXOOMMOCTh TmepeBoja OOJILHOTO B JPYryld MEIWIUHCKYI0 OpTaHU3alUi0 WIH
yUpexIeHHE COIIMATIBLHOTO 00eCIIeYeHusI.

7. OJononHutenbHas uHdopmauusa (B TOM uYucne akTopbl, BnusilolWme Ha
ucxopn 3aboneBaHUA UM COCTOAAHUA)

Ha ncxon u tedeHue 3a00sieBaHMs BIUSAIOT CPOKH YCTAHOBICHMS JUArHO3a CBOEBPEMEHHO U
a/IeKBaTHO HAa3HAuU€HHas JUETOTEepalus W MEPONpPUSTHUS HEOTJIO)KHON NOMOIIM (IepesMBaHue
KpPOBH, KOMIIOHEHTOB KPOBH, HH(PY3NOHHAS TEPATIHS).

[Iporuo3 3aboseBanusi HEOIATONPUATHBIN TPH MO3/IHO TUATHOCTUPOBAHHOM TsDKENON (opme
rajJlakTo3eMUu (B CBSI3M C OTCYTCTBHUEM IIpOBENEeHUs CKpUHMHra). llpm paHHeM Ha3zHaueHUU
JUETUYECKOTO JICYEHUS IE€TH MOTYT Pa3BUBATHCS HOPMAJIBHO.

KpMTepMVI OLIeHKM KayecTBa MeAULMHCKOMN NOMOLLU

N Kpurepun kauectsa Onenka
BBITIOJTHEHUS
(ma/mer)

1. |BbinosiHeH HeOHaTalbHBINA CKPUHHUHT (OIpe/eieHre TOTalbHOM rajgakTo3sl | [la/Her
B CYXOM IISITHE KPOBH)

2. |BpimomHeHO ~— ompeaeNeHWe — aKTUBHOCTH  (epMeHTa  ramaktoso-1-|Jla/Her
dbocharypununtpanchepasnl (I'AJIT) ¢ nenpo moATBEPKACHUS AMATHO3A U
MOJIEKYJISIPHO-TEHETHYECKOE HCCiIeJOBaHue (TIPH TTOCTAaHOBKE JIMArH03a)

3. |BpimonHeH aHanM3 KpPOBH OMOXMMHUYECKHM  oOmierepaneBTuueckuii | Jla/Her
(amanmHamuHoTpancdepassl (AJIT), acnapratamunoTtpancdepaszsr (ACT))
MaIMeHTaM ¢ KIIMHUYeCKUMU tiposiBiieHusiME ['AJ] (Ha MOMEHT NOCTaHOBKH
JIMarHO3a U €CJIM He TPOBOIMIIOCH B IPEANISCTBYIOIINE 12 MecsIIeB)

4. | BpimoaHeH o0muid (KITMHUYECKUI) aHaJIu3 KPOBU pa3BEPHYTHIN manueHTam | Jla/Het
C TMOJO3PCHHEM Ha TalaKTO3eMHUI0O W B MPOLECCE JHHAMUYECKOTO
HaOro/IeHus (eCIM He TIPOBOAMIICS B MIPEIIeCTBYOIHE 12 MecsiieB)

5. |Boimonneno wuccnenoBanue C-peakTUBHOTO Oelka B CHIBOPOTKE KpoBH |[la/HeT
ManueHTaM ¢ KIMHUYeCKUMU mposiBieHusMu ['AJl ¢ nenbo JuarHoCTUKU
CENTHYECKUX COCTOSHUM

6. BrinmonHeHO wuccnenoBaHWEe TPOKAIBIIMTOHWMHA B KpOBH TmanueHtaM c | Jla/Her
KIMHUYECKUMU TposiBiieHUs MU ['AJl ¢ 11eiabl0 TUarHOCTUKUA CENTHYECKUX
COCTOSHUU

7. BrinoaHeHo HccieqoBaHUE KHCIOTHO-OCHOBHOTO COCTOSIHHUS M Ta30B KpOoBU I[a/HeT
nManueHTaM C KIIMHUYCCKUMU IIPOABIICHHUAMUA T'AJl ¢ OCJIIbXO JUAarHOCTUKH
CENTUYECKUX COCTOSHUHI

8. |BblmonHeHsl BceM MalMeHTaM ¢ KIMHUYECKOW KapTHHOW ramakro3emud | [la/HeT
HccaeAoBaHUE  00Imero, OWMOXUMHUYECKOro aHanmm3a Moud  (OOrmit
(kmuHMYeckuid) ananmu3 moum), (MccrnemoBanue ypoBHSI KallbllMs B MOUE,
HccnenoBanue ypoBHS HaTpus B MOYE IIMTPATOB, OKCATaTOB B MOYeE), a
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takke OnpeneneHue KOHIEHTPAIMK BOAOPOAHBIX HOHOB (pH) Mmouw,
ynenpHOro Beca Moun (MccnenoBanune moun metoaoM 3umHHIKOTO (COO0p
MouM Juig JlabopaTtopHoro wuccienoBanusi, OmpexneneHue odbemMa Mouw,
Omnpenenenre yaenbHOro Beca (OTHOCUTENIBHOW IUIOTHOCTH) MOYHM)) C
[ENbI0 OLEHKM (YHKIHMOHAIBHOTO COCTOSIHUSI TI0Y€K M OIICHKH
pHCKa/CBOEBPEMEHHON AMArHOCTHKH (POPMUPOBAHHS KOHKPEMEHTOB

BrinonHeH KOHTPOJIb KOAryjaorpaMMbl (OPUEHTHPOBOYHOTO UCCIIEIOBAHUE
cucremsl remoctasza): AUTB, MHO, nporpomOuHOBOE BpeMsi, GUOPHHOTEH
MalMeHTaM C KIMHUYeCKUMU mposisiieHusMu ['AJl g oueHku
(O YHKIIMOHAILHOTO COCTOSIHUS TICYEHH M CBEPTHIBAIOIIECH CUCTEMBI KPOBHU

Ja/uer

10.

BeimosiHEHO  yNBTPa3BYKOBOE — HCCIIEAOBaHME  OPIOIIHON  IMOJOCTH
(KoMmIIeKCcHOE) (€ciM He IPOBOAMIIOCH Nocheanune 12 Mecsies)

Ja/met

11.

BrinonHeHa peHTreHOIEHCUTOMETPHS Y TIAIIMEHTOB CTapiie 5 JeT (eciu He
MMPOBOIMIIOCH B TIOCJIETHUE S JIEeT)

Jla/met

12.

BBIHOJ'IHCHa KOHCYJ’IBTaHI/IH Bpa‘-IOM'FeHeTI/IKOM HpI/I YCTaHOBJ'IeHI/II/I
JIMarHosa

Jla/met

13.

BrimonHena koHCynabTanus BpadoM-HeBposorom (He pexe 1 paza B 6
MecsLEB JeTSIM crapiie 2-3 JieT, He pexke | pa3a B roj] B3pOoCibiM)

Jla/met

14.

BrimonHena  KOHCynbTamus — Bpada-TieuaTpa/TepareBTa/Bpaya  oOmmei
MPAKTUKH (€CJIM HE MPOBOIMIIACH TIOCIIETHIE 6 MECSIIEB: KX ple 3 MecsIa
Ha TIEPBOM TOY JKU3HH, KaXK/bIe 4 Mecsia Ha BTOPOM T'OJTy )KU3HHU, KaXKIIbIe
6 mecsteB 10 14 net, ganee — eXXeroHo)

Jla/aet

15.

BoimonHena  KOHCyNbTalus  BpPauoOM-3HIOKPHHOJIOTOM/BPAavyOM-JIETCKUM
SHIOKpHUHOJIOTOM JeBoukam ¢ ['AJI B mepuoa mununyoeprara (6-12 mec) u
10 JOCTHMIKEHUN HUYKHEW TpaHuIlbl TyoepTaTHOTo Bo3pacTta (8-10 jer)

Jla/aet

16.

Boinonnen ocMoTp BpadoM-odTanbMosioroM He pexe 1 paza B 3 roga c
L[EJbI0 BBISIBJIICHUS TJIa3HOM MaTOJIOTHH

Jla/aet

17.

Ha3nauena snuMuHanMoOHHas aueTa, MPEeayCMaTpPHUBAIOIIAs MOKHU3HEHHOE
WCKIIIOYEHHE W3 paludoOHa MPOAYKTOB WU JIEKAPCTBEHHBIX IIPENaparos,
COJICPKAIIUXCCOJAEPKAIIMUX TaaKTO3y W JIAKTO3y, BCEM IMALUEHTaM C
MOJTBEPXKJICHHBIM auarHo3oM kiaccuueckas ['AJI 1 m T'AJI II Bcex
BO3pacToOB

Jla/aet

18.

Hasnauensl mpemaparel  kambiust W Konekanbuudepoma **,  He
coJiepKalux JakTo3y BceM nanuertam ¢ I'AJI crapme 1 rona

Ja/uer
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2. Hegarty R, Hadzic N, Gissen P, Dhawan A. Inherited metabolic disorders presenting as
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[Tpunoxxenue Al

Cocrtas padoueii rpynnbl 1o pa3padoTke U NepecMOTPy KIMHHUYECKUX
peKoMeHaumin

1. baiinakoa I'B — k.0.H., B.H.c. ®I'BHY "Menuko-reHeTnyeckuii Hay4HbIl LIEHTP HM.
akanemuka H.I1. boukoBa", uien Poccuiickoro o01ecTBa Me JUIIMHCKUX TEHETUKOB

2. bapanoB A.A. — akaa. PAH, npodeccop, n1.M.H.; modeTHbIi npe3uneHT Coro3a neamaTpoB
Poccun, cosernuk pyxooautenss HUWM nemmarpum u oxpanbl 310poBbs nereit LIKb PAH,
npodeccop kadenpsl neauatpun u aetckoi peemarosoruu ®T'AOY "llepseiit MI'MY um. U.M.
CeuenoBa" MunszapaBa Poccun (CeueHOBCKMIT YHUBEPCUTET), TJIaBHBIN BHEIUTATHBIN CHELIMATIUCT
neguatp Munsapasa Poccun

3. bopoBuk T.D. — a.M.H., mpod., 3aBeayromias JadopaTopueil MUTaHUS 3J0POBOTO U
6ompHOTO pedbenka GI'AY HMMUILL 3mopoBes gereit M3 P®, unen EBpomeiickoro ooOmectBa
JETCKUX TaCTPOIHTEPOJIOTOB, TemarooroB U Hyrpuimosoros (EPSGHAN).

4. bymyesa T.B. — 1.M.H., Beyluii Hay4HbI COTPYIHUK J1a00OPATOPUH MUTAHUS 3J0POBOTO U
o6ompHOTO pebenka OI'AY HMMUILL 3moposes aereit M3 P®, umen EBpomeiickoro oOmiecta
JETCKUX TaCTPOIHTEPOJIOTOB, TenaTtoioroB u Hyrpuinosoros (EPSGHAN)).

5. Bamakmanze H.Jl., 1.M.H., pyKOBOIUTENb OTAENa OpPaHHBIX O0Je3HEel U MpoPUIAKTUKH
uHBamuAM3Upyomux 3aboneBanuii HWUWM nenmatpum u oxpanbl 310poBbsa neteit LIKb PAH
npodeccop kadeapsl (axyabTeTCKOW neauaTpuu mneauarpudeckoro dakymnprera @I'BOY BO
"PHUMY wum. H.W. ITuporosa" Munsznpasa Poccun,

6. Bumnesa E.A., n1.M.H., 3amectutens pykoBoautens HUW neguatpuu u oxpaHsl 370pOBbS
nereit [IKb PAH MunoOpHayku mo Hay4dHO#l pabote, mpodeccop kadeapsl (akyIbTETCKOM
nenuatpun neauarpudeckoro gakynpreta GI'BOY BO "PHUMY um. H.U. Iuporosa" Mun3apasa
Poccuu, unen Coro3a nenuarpoB Poccun

7. HertspeBa A.B — n.m.H., pod., 3aB. oTaenom meauaTpu MHCTUTYTa HEOHATOJIOTHUH U
neguatpu  HalmoHaJIbBHOrO  MEOMUMHCKOIO — HCCIEAOBATENIBCKOTO  LIEHTpAa  aKylIepcTBa,
TUHEKOJIOTUM U mepuHarosiornd uM. akan. B.U. Kymakoma, mpodeccop kadenpbl HeoHaToJI0OTHN
WNucturyra 3p0poBbst  aereil  Ilepporo  MOCKOBCKOTO — rocyJlapCTBEHHOIO  MEIUILIMHCKOTO
yauBepcutera uM. .M. CeuenoBa, wieHn CoBera Poccuiickoro o0IecTBa HEOHATOJIOTOB

8. Hertapes J.H. — n.m.H, npod., 3am. mupekropa mo HayuyHod pabore HarmmonanbHOTO
MEJIMIHUHCKOIO HMCCJIEN0BATENIbCKOr0 LEHTPAa aKyllepCTBA, TMHEKOJOTHMH M NEPUHATOJOTUU WM.
akang. B.M. KymakoBa, 3aB. kadenpoit Heonatonoruu HMuctutyra 3m0poBbsi jaereit IlepBoro
MOCKOBCKOTO roCyJapCTBEHHOTO MeAUIMHCKOTrO YHUBepcutera uM. .M. Ceuenona, unen Cosera
Poccuiickoro o61iecTBa HEOHATOJIOTOB

9. Kypkoa H.B., k.M.H., Beaymuii HayuHblii coTpyanuk HWW nemmatpun u oxpaHbl
3nopoBbsi fereid [IKb PAH, unen Coroza negumatpoB Poccuu, uineH Accoluanuv METULIMHCKHX
reHeTukoB (AMI')

10. 3axaposa E.}O. — 1.M.H., 3aBenyromias 1aboparopueil HacaeICTBEHHbBIX 0oJie3HEe oOMeHa
OI'BHY "Menuko-reHeTnueckuii HayuHbeli 1eHTp uM. Axagemuka H.II. bouxosa", wien
Poccuiickoro o0uiecTBa MEAWLMHCKUX T'€HETHKOB, WIEH €BPOINEHCKOro OOILIecTBa MO H3YYEHMIO
HaCJIeICTBEHHBIX Oose3Hell oOmeHa BemiecTB (SSIEM).

11. 3BonkoBa H.I'. — K.M.H., cTapiuii HayyHbIH COTPYAHUK Ja00PaTOPUH MUTAHUS 310POBOTO
u 6osbHOTO pedenka @I'AY "HayuHblif MEAMIIMHCKHUM HCCIeI0BATENbCKUN LIEHTP 3A0POBBS AeTeil"
M3 P®, wunen EBpomeiickoro o0mecTBa JIETCKMX TacTPOIHTEPOJIOTOB, TEMaTOJOrOB H
Hyrpunuosioros (EPSGHAN)

12. KapeBa M.A. — n.M.H., ®T'BY "HMMUL] sunoxkpunonorun" Munsapasa Poccun
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13. KyzenkoBa JLM. — n.M.H., mpod., 3aBenymoomias OTICICHHEM ICUXOHEBPOJIOTHUH U
ncuxocomatuueckoil nartojorun PI'AY "HayuHbli MEIUIMHCKUN HCCIETOBATEIbCKUM LIEHTP
310poBbs aeteit" M3 PO

14. Kyue C.U. — unen-kopp. PAH. npod., A.M.H., IPE3UACHT ACCONMANNN MEIUIIMHCKIX
reHeTukoB Poccum, uinen mnpesuamyma mpasieHusi Poccuiickoro oOmiecTBa MEIUITMHCKHX
TE€HETUKOB

15. Muxaitnoa C.B. — 1.M.H., 3aBeayromiasi OTAEJICHUEM METUIMHCKON reHetukn OI'BY
"Poccuiickas nerckas kinHHYeckas 6oapHuna" Munsnpasa Poccun

16. Hazapenko JL.II. — mpodeccop, 1.M.H., 3aMECTUTEIb AUPEKTOPA M0 HAYYHOU M JICUSOHOM
paboTe, pykoBOAWTENb JabopaTopun HacieacTBeHHOW natoiorun HUW MemumuHCKOW TeHEeTHKH,
Tomckoro HUMII PAH, unen Accoruanuu MeTUIIMHCKUX TeHETUKOB (AMI).

17. HamazoBa-bapanosa JI.C. — mpe3unent Coro3a neauatpoB Poccuu; mact-npe3uieHt
EPA/UNEPSA; pykoBomutens HUW nemmatpum u oxpanbl 310poBbst aereir [IKB PAH,
3aBeayromas kapeapon ¢GakylmbTeTCKON menuatpuu mneauarpudeckoro dakyaprreta T'BOY BO
"PHUMY um. H.U. Iluporosa" Munznpasa Poccuu, rinaBHbIM BHEIITATHBINA JETCKUM CIIEIMATUCT
o npoguiakTuyeckoil menunuHe Munsapasa Poccun

18. HuxonaeBa E.A. — n.M.H., mpod., wien Poccuiickoro o0miecTBa METUITMHCKIX TEHETUKOB

19. JlaBpoBa A.E. — n.M.H., n.0. pykoBoauTenss MHCTUTyTa [lenmarpum YHUBEPCUTETCKON
kimHukn  PI'BOY BO  "[IpUBOJKCKMH  HCCIENOBATENIBCKUM MEIUIUHCKUN  YHUBEPCHUTET"
MunzapaBa Poccun, 3aBeayromuii 2 meuaTpuaecKiuM OTICTICHUEM ¢ MEAUITMHCKON peadumuTaime

20. Jlapmuna E.A. — Bpau-nabopant ®I'BHY "Menuko-reHeTHYeCKU HAyYHBINM LIEHTP WM.
akanemrka H.I1. boukoBa", uien Poccuiickoro o0IiecTBa MEAUIIMHCKIX T€HETHKOB

21. IlempreBa E.A. — k.M.H., 3aBeIyIOIIH JIaDOpaTOpHel BO3PACTHOW HYTPHUIIMOJIOTHUHU
OI'bYH OUII nutanus, OMOTEXHOJIOTHH M 0€30TIaCHOCTH ITHIIIH.

22. Penuna C.A. — k.M.H., Bpau-reHeTnk ®I'bHY "Menuko-reHeTHueCKuid Hay4HbIA LIEHTP
nM. akagemuka H.I1. boukopa", uirien Acconmuanuy MeJUIMHCKUX T'eHEeTHKOB Poccrnu

23. CenumasiHoBa JI.P. — k.M.H., Begymuii HayuHblid cotpyaauk HUW neauatpum u oxpaHbl
3nopoBses nereit [IKb PAH MunoOpHayku, norneHT kadeaphl MeauaTpuu U IeTCKOW peBMaTOJIOTHH
OI'AOY  "llepeiit MI'MY wum. UW.M. CeuenoBa" MunzapaBa Poccun (CedyeHOBCKUi
VYuusepcurer), wieH Coro3a [lequatpoB Poccun

24. CmupHoBa O.5l. — Bpau-reHETUK, CTapIINil HAyYHbIH COTPYAHUK OTJIEeNa CTaHIApPTU3AIUU
Y U3Y4YEHHUsI OCHOB Joka3aresbHOW MenuuuHbl HUWM neauatpuu u oxpansl 310poBbs aererd [IKB
PAH

25. CrpoxoBa T.B. — nmpodeccop. PAH, n.Mm.H., 3aBeayromuii OTACICHUEM MEAUATPUICCKON
racTpod’HTepoJoruy, remnarosorud u auerotepanuu GI'BYH OUIL] nuranus, OMOTEXHOJIOTHUU U
0€30MacHOCTH MUILHK; 3aB.Kadenpoii ractposHteposioruu u aueronorun ®I'AOY BO PHUMY uwm.
H.N. ITuporosa Munzapasa Poccum.

26. Tapan H.H. — k.M.H., crapmuil Hay4HbId COTPYAHHK OTHAEJIEHUS NEAUATPUUYECKOU
racTpod’HTepoJoruy, remnarosorud u auerorepanuu GI'BYH OUIL] nuranus, OMOTEXHOJIOTHUU U
0€30MacHOCTH TMUIIHM; aCCUCTEHT Kadeapbl racTtposHTeposnorun u aueroinorun OGI'AOY BO
PHUMY um. H.U. IIuporosa Munsapasa Poccun.

27. ®ducenko A.Il. — mpodeccop, n.Mm.H., nupekrop OI'AY "HMMUIL] 3m0poBbs nereit”
Munsapasa Poccuun

®enoceenko M.B. — k.M.H., 3aBenyromias OTIeNOM pa3pabOTKM HaydHBIX MOJXOJ0OB K
MMMYHHU3AIUH MAlUEHTOB C OTKJIOHEHUSIMU B COCTOSIHUU 3[0POBbS U XPOHUYECKUMHU OOJIE3HIMH,
BEIYUIMI HayuyHBbIM cCOTpyOHMK, Bpad-neguatp HUM nexamarpun m oxpans! 310poBbs nereit LIKb
PAH MuHuctepcTBa Hayku M BbIcuiero oopaszoBanus Poccuiickoit deneparuu, A0UEHT Kadeapsl
¢bakynpTeTcKON mnenmaTpuu nenuarpuueckoro Qakynsrera ®I'bOY BO "PHUMY wum. H.W.
ITuporosa" Munszapasa Poccun, wien Coro3a nequarpos Poccun
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ABTOpBI TIOJITBEPKIAIOT OTCYTCTBHE (DMHAHCOBOW MOJUICPKKU/KOH(IIMKTa HHTEPECOB,
KOTOPBIH HEOOXOAMMO 0OHAPOI0BATh.

[Tpunoxxenne A2

MetonoJiorusi pa3padoTki KIMHUYECKHX PEKOMEH1alui

[leneBast ayauTOpys TaHHBIX KIMHUYECKUX PEKOMEHIALINN:
- Bpaun-nenuarpel

- Bpaun-renetuku

- Bpauu-nueronoru

- Bpaun-ractposHTeposoru

- Bpa4uM-3HJOKPUHOJIOTH

- Bpaun-tepareBTsl

- Bpauu o0mieii mpakTuku (ceMeiHble Bpayun)

- Bpaun-HeoHarosnoru

- Bpaun-HeBposoru

- MenuuuHCcKre MCUX0JIOTH

- JllepexTonorn

- Crynentsl MequuuHckux BY30B, opimHaTOpBI.

MeTopl, UCTIOJIB30BAHHBIE IJIs1 COOPA/CENEKIINH T0Ka3aTeIbCTB:
TIOMCK B DJIEKTPOHHBIX 0a3ax JIaHHBIX.

Onucanue METOI0B, UCTOJIb30BAHHBIX JIJIs1 COOPa/CeNeKINH 10Ka3aTeIbCTB!

JOKa3aTelbHOW 0a30i il  pPEeKOMEHIAIUKA  SBISIIOTCA — MyOJIMKAIlMW, BOIIEAIINE B
Kokpanosckyro 6ubaunoteky, 6a3pl qanasix EMBASE u MEDLINE. 'myOuHa noucka cocraBiisiiia
20 ner.

MeTob1, MCIIOJIL30BaHHbIE )T OLIEHKH KauyeCTBa U CHJIBI JOKA3aTEIbCTB:
- KoHcencyc skcnepros;
- OueHka 3HaY4MMOCTH B COOTBETCTBUH C PEUTUHTOBOM CXEMO.

MCTOI[LI, HCIIOJB30BaHHBIC JJI1 aHAJIM3a JO0Ka3aTCIbCTB:
- O630pLI OHY6J'II/IKOBaHHBIX MCTa-aHaJIN30B,
- CucremMaTnyeckue O630pbl C Ta6J'II/II_IaMI/I JO0Ka3aTCIbCTB.

Omnucanue METoJI0B, CIOJIb30BAHHBIX JUIS aHAJIN3A J0KA3aTEeNIbCTB!

ITpu otOope myOnuKanuii Kak NOTEHIHAIbHBIX UCTOYHUKOB JI0KA3aTEeJIbCTB MCIIOJIb30BAaHHAS
B K&XJOM HCCJIEIOBAaHUU METOAOJIOTUS U3ydaeTcsi A TOro, 4ToObl yOeaAUThCS B €€ BAaJUIHOCTH.
Pe3ynprar M3yueHMs BiIMSET Ha YpOBEHb J0Ka3aTeNIbCTB, MPHUCBAMBAEMBIH MyOnMKalKU, 4YTO, B
CBOIO OU€PE/Ib, BIMUSET HA CHITYy BHITEKAIOLIUX U3 HEE PEKOMEH AU,

Ha npomuecce oleHKH, HECOMHEHHO, MOXET CKa3bIBaTbCs U CYOBEKTUBHBIM (hakTop. Jlis
MUHUMM3ALKN TOTEHIUAIBHBIX OIIHO0K KaXKJ0€ UCCIIE0BAHUE OLIEHUBAIOCh HE3aBUCHMO, T.€. I10
MeHbILIEH Mepe JABYMs HE3aBHCHUMBIMHM wieHamu paboueil rpymnmbl. Kakue-nmubo pasznmuuus B
OILIEHKaxX OOCYXJQJINCh BCEH TIpyIIoil B MOJHOM cocTaBe. [IpM HEBO3ZMOKHOCTU JOCTHKEHUS
KOHCEHCYCa IIPUBJIEKAJICS HE3aBUCUMBII dKCIIEPT.
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TaOyuIBl TOKA3aTeIbCTB:

TabnuIrel JOKa3aTENBCTB 3aMOHSITUCH YWICHAMU pabodei TPyIIIbL.
MeTo1b1, UCTIOJIB30BaHHBIC TS POPMYITUPOBAHUS PEKOMEHTAITHI:
Koncencyc skcnepros.

Tabnmuma 1. [lkana omeHKW ypoBHEW JOCTOBepHOCTH nokaszarenbcTB (Y/J) mns meromon
AUAarHOCTUKHU (III/IaFHOCTHqGCKHX BMCHI&TCJII)CTB)

Y PactmmdpoBka

1 Cucrematndeckue 0030pBI MCCIECIOBAHHN C KOHTPOJEM pedepeHCHBIM METOJOM WIIH
CHCTEMAaTHYECKH 0030p paHIOMH3MPOBAHHBIX  KIMHUYECKUX  HCCICIOBAHUHA  C
MpUMEHEHHEM MeTa-aHalln3a

2 OTnenbHBIE WCCIENOBAaHUA C KOHTPOJNEM pepepeHCHBIM METOAOM WM OTAEIbHBIE
pPaHIOMH3UPOBAHHBIC KIMHUYECKHUE WCCIEJOBAHMS W CHUCTEMAaTHYECKHE 0030pHI
WCCIIeIOBaHUI JII000TO JH3aifHa, 32 WCKIFOUEHHEM PaHIOMH3HPOBAHHBIX KIMHUYECKUX
WCCIIeIOBaHU, C MPUMEHEHNEM MeTa-aHaIn3a

3 HccnenoBanuss 0e3 MOCIENOBATEIBHOTO KOHTPOJS pPEePEPeHCHBIM METOJOM  HIIH
WCCIIEIOBaHUSI € peQEepeHCHBIM METOJOM, HE SBIISIONUMCS HE3aBUCHMBIM  OT
WCCIIEIyeMOT0 METO/1a WIIM HEPaHIOMHU3HPOBAHHBIC CPAaBHUTEIFHBIC HCCIICIOBAHUS, B TOM
YHCcIIe KOTOPTHBIC UCCIIEIOBAHUS

4 HecpaBHuTenpHbIE HCCIIEIOBAHNS, ONMCAHUE KIMHHYECKOTO CITydast

5 Nmeercs mums 000CHOBaHNE MEXaHU3Ma JICHCTBHS WM MHEHHE SKCIIEPTOB

Tabmuma 2. [kama omeHKHW ypoBHEH noctoBepHOCTH nokazaTtenbceTB (Y IJI) mns meTtomoB
npodUIAKTUKH, JICUCHUS W peaduiauTanuu (mpoGuiIakKTHIEeCKUX, JICYCOHBIX, peaOUIUTAIMOHHBIX

BMEIIATEIbCTB)
Y1 Pacmudposka

1 Cucremaruueckuit 0630p PKU ¢ npuMeHneHnemM mera-aHanuza

2 Otnensupie PKM u cuctemarmueckue 0030pbl HCClieOBaHMM Jr000ro jau3aifiHa, 3a
uckmouenueM PKH, ¢ npumenenreM meta-aHaimza

3 HepannomusupoBaHHble CPaBHUTEJIbHBIE UCCIIEIOBAHUS, B T.4U. KOTOPTHBIE UCCIIEIOBAHUS

4 HecpaBuutenbHble HCCIeI0BaHNS, OMUCAHNE KIMHUYECKOTO Clydasl MJIM CEepUM CIydaes,
UCCIIEI0BaHUs "Cilyqaii-KOHTPOJIb"

5 Nmeercs numb 00OCHOBAaHHWE MEXaHU3Ma JICHCTBHUS BMEIIATENbCTBA (JOKIMHHYECKHUE

I/ICCJ'IG,Z[OBaHI/IH) HJIM MHCHHUC DKCIICPTOB

Tabnuma 3. lllkana oneHku ypoBHEH yOeautensHOCTH pexomennanuit (YVYP) mis metomoB
MpOQHUIAKTUKH, TUATHOCTHKY, JISYCHHUs] U peabunuranuu (pouIakKTHUYEeCKUX, THArHOCTUYECKHX,
ne4eOHBIX, peabUTUTAIIMOHHBIX BMEIIATEHCTB)
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yvyp PacmmdpoBka

A CunbHas pekoMeHpaanusi (Bce paccMarpuBaemble KpuTepuu 3(dexkTuBHOCTH (HCXObI)
SBIISIIOTCSL BA)XKHBIMH, BCE HCCIIEJJOBAHUS MMEIOT BBICOKOE WM YAOBJIETBOPUTEIBHOE
METOJIOJIOTHYECKOE Ka4yeCTBO, HMX BBIBOJBI [0 HMHTEPECYIOUIMM MCXOJaM SBIISIOTCS
COTJIaCOBAHHBIMH)

B YcnoBHast pekoMeHaanus (He BCe paccMaTpuBaeMble KpuTepun d3PPEKTUBHOCTH (MCXOIBI)
SBIISIOTCSL B&KHBIMHU, HE BCE WCCIICZIOBAHUS MMEIOT BBICOKOE HIIM YAOBJIETBOPHUTEIBHOE
METOJIOJIOTHYECKOE KadyeCTBO W/WJIM WX BBIBOABI 10 HMHTEPECYIONIUM HCXOJaM He
SIBJISIFOTCSI COTJIACOBAHHBIMHU )

C Cnabast pexoMeHmainus (OTCYTCTBHE JOKAa3aTeNbCTB HaJIeXKaIIero kadectBa (Bce
paccmaTtpuBaeMble KpuTepuu 3(PPEKTUBHOCTU (MCXOJbl) SIBISIOTCS HEBaXHBIMHU, BCE
HCCIIEIOBAaHUSI HMEIOT HHU3KOE METOJI0JIOTUYECKOE KadecTBO M HMX BBIBOJBI 110
MHTEPECYIOIIUM HCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

Mopsaaok OOHOBMNEHUA KITMHUYECKNX PeKOMeHaauunn.

Mexanuszm 0OHOBJIEHUSA KIIMHAYECKUX PEKOMEHAAMI NpenycMaTpuBaeT 50,4
CHUCTEeMAaTHUYECKYIO aKTyaJTH3alldio — He PEekKe YeM OJIMH pa3 B TPH roJia, a TaKXKe MPHU TOSBICHUN
HOBBIX JIaHHBIX C MO3UIUH JIOKA3aTEJIbHONW MEIUIIMHBI MO BOMPOCAM JUArHOCTHUKH, JICUEHUS,
npodUIAKTUKKM W peaOUIUTAllMd  KOHKPETHBIX  3a00JIeBaHWM, HaMWM4YUM OOOCHOBAHHBIX
JIOTIOJTHEHUI/3aMeuaHui K paHee yrBepxaecHHbIM KP, Ho He yamie 1 pa3a B 6 mecsIies.

[Tpunoxenne A3

CnpaBouHble MaTepuaibl, BKJIIOYasi COOTBETCTBHE MOKA3aAHUIA K NPUMEHEHH 0
U MPOTHBONOKA3aHMIi, CIOCO00B MPUMEHEHNSI U 103 JIeKAPCTBEHHBIX
NnpenapaToB, HHCTPYKIUH N0 NPUMEHEHHUIO JIEKAPCTBEHHOI 0 NMpenapaTa

1. Ilpukaz Munzapasconpazsutus PO N 185 ot 22.03.2006 roma "O wMaccoBom
o0cre10BaHUM HOBOPOXKICHHBIX JIeTEl Ha HACIEICTBEHHbIE 3a001eBaHus",

2. [Ipuka3z MuHucTEpCTBA 3/[paBOOXPaHEHUs] U COIMabHOTO pa3BuTus PP ot 16 anpens 2012
r. N 366H "O06 yrBepxknenuu [lopsiaka oka3aHus neauaTpuyeckoi momMomu"

3. Ilocranosnenue IlpaBurennctBa Poccuiickoit denepannu ot 9 anpens 2015 roma N 333
"O6 yrBepxkaenun [IpaBun hopMupoBanus nepeyHs CrielualIn3upPOBaHHBIX MPOJYKTOB JI€4eOHOTO
MUTAHUS I JeTeH-NHBAIUIOB"

4. ®enepanbublid 3ak0H 0T 25.12.2018 N 489 489-03 "O BHeceHUM M3MEHEHM B cTaThio 40
®enepanbHoro 3akoHa "O0 00s13aTeILHOM MEIUIIMHCKOM cTpaxoBanuu B Poccuiickoit denepanun’
u ®enepanbHblit 3ak0H "OO OCHOBaX OXpaHbl 30pOBbs rpaxaaH B Poccuiickoit ®@enepanuu” mo
BOIIPOCAM KJIMHUYECKUX PEKOMEHAAIMM".

5. Ilpuka3z Munszapasa Poccun N 1031 ot 28.02.2019 1. "O6 yTBepkKAeHUH MOPSIKA U CPOKOB
pa3paboTKM KIMHUYECKUX PEKOMEHAANNN, HX TepecMOTpa, TUMOBOW (OPMBI KIMHUYECKUX
pexoMeHaanuil 1 TpeObOBaHUI K UX CTPYKTYpE, COCTaBy U HAy4YHOW 0OOCHOBAHHOCTH BKIFOYAEMOM
B KIIMHUYECKUE peKOMEeHAauu nHpopMaun'.
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6. Ilpuka3z MunsapaBa Poccun ot 13.10.2017 N 804n "OO yTBepKIE€HHUH HOMEHKIATYPHI

MEJIMLIUHCKUX YCIyT".

7. Ilpuka3z Munucrepcta 3apaBooxpanenust Poccuiickoit @epepanuu (Munszapas Poccun) ot
20 pexabps 2012 r. N 1183n r. MockBa "OO6 yrBepkaenun HoMmeHKIATYpbl IODKHOCTEH

MEIUIUHCKUX PAOOTHUKOB U (hapMareBTHUECKIX paOOTHUKOB" .

[Tpunoxenue A3.1

XMMHUYECKHH cOCTAaB 0€3JIaKTO3HBIX JeTCKUX CMeceil, KOTOpbIe MOTyT
HCIO0JIb30BAaThCH B IHETOTEPANIMU IPYAHBIX JeTeil ¢ rajdakrozemueii (I'/100 MJI)

(Bxmrouensl B Pacnopsikenue IlpaBurensctBa PO ot 7 gmekabps 2020 r. N 3242-p OO
VTBEP)KIICHHH TIEPEUYHsS CIEIUATU3UPOBAHHBIX MPOJYKTOB JIEYeOHOTO TWTAaHHUA Ui JeTei-

nHBaMI0B Ha 2021 1.)

BO3pacTa, CMech
CIeLMAIU3UpPOBaHHAs  cyXas
0e3akTo3Has "Hyrpunak
(Nutrilak) Premium

besmakto3nbpiit" **** (Mmenkuit
CYXOM MOPOIIOK)

HasBanue cmecu Hcrounuk | KauecTBeHHB! | XUMHUYECKHN COCTaB, | DHEPTETH
Oelka i cocTaB r yeckas
YTJIEBOJIOB LEHHOCTD,
benku | Kup | VYrae KKaJ
BI BOJIBI
Crnenman3upoBaHHBIN H3omsr Cupon 1,8 3,6 6,8 67
MPOJYKT JIETCKOTO | COEBOT0 O€JIKa | TIIIOKO3bI
IUETUIECKOTO J1e4eOHOro
NUTaHUA JJI ACTEH paHHEro
BO3pacTa Ha OCHOBE H30JIsITa
coeoro Oenka Hyrpumak
(Nutrilak) Premium Cos ****
(cyx cmecn)
Crienmain3upoBaHHBIN CeiBopoTouHbl | Cupon 1,4 345 |74 66
MPOJYKT JIETCKOTIO | il OEOoK: TJIFOKO3BI,
IUETUIECKOTO JIe4eOHOTO | KA3CMHOBBIM | MAJIbTOACKCT]
NMUATaHKUs I JieTedd panHero | 6enok 50:50 UH

ITpunoxxenne A3.2

HpOIlyKTbI, CoacpKamue rajlakrTosmibl, 1 oorartblie IIMKOIIPOTEHHAMHU
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T"anakTo3uabl

- 6060BBIC (TOpPOX, 000BI, (hacoJib, YeUEBHUIIA, MAIIl, HYT) — COS (HO HE U30JISIT COEBOTO OeKa);

- IIMTMHAT;
- KaKao, IIOKOJIa/I;
- Opexu.

I'muxonpoTenHbl

- [IeYeHb, IOYKU, MO3TH U IPYTue CyOnpoayKThl;

- TICYCHOYHBIN MAIITET, JIMBEPHAs KoJidaca;

[Tpunoxxenne A3.3

IIpumepHbIe CPOKHM BBeACHUSI IPUKOPMA JeTAM MEPBOro roga »Ku3Hu ¢

rajaxkro3deMuen

[IpumepHas cxeMa BBe/IeHUs TPOIYKTOB OOJIHLHBIM T'aJlakTO3€MHUEHN MEPBOT0 rojia JKU3HH

HaumeHnoBaHue npoIyKTOB U OJFOT; T, MIT

Bo3spacr, mec

4-6 7 8 9-12
OBorrHOE MIOpe 10-150 150 150 150
be3monoynas kaia 10-150 150 180 200
MsicHoe mope <*> 5-60 70 80 90-100
Pr16HOE mIOpe - - 5-30 30-60
Kentok <**> - - - 1/8
OpyKTOBOE MIOpE 5-60 70 80 90-100
OpyKTOBBI COK - - 5-60 80-100
PacturtenbHoe macio 1-3 5-7 6-10 6-10
Xneb, cyxapu (MpU OTCYICTBUM B HUX |- - 5 10
MOJIOYHOM COCTAaBJISFOITICH )
Ileuenbe  (Ipu  OTCYTCTBMM  MOJIOYHOM |- - 5 5
COCTaBIIAIONIEH)
TBopor, ceIp He ncnons3yrorcs
Kebup wu  gpyrue  HeamanTHpOBaHHbBIE

KHUCJIOMOJIOYHBIC HAIIMTKH
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X7e0 MIIeHUYHbIH, cyXapH, IEYeHbE U ApYyrue
x7e000yIouHbIe  W3JENUs,  CoJepiKalue
MOJIOKO ¥ MOJIOYHBIE IIPOAYKTBI

[Ipumeuanue.
<*>C 6 mec,
<**> He panee 10 mec.

[Tpunoxxenne A3.4

BO3: knaccupukanmus HapylIeHH MUIIEBOro CTaTyca

Hapymenne 0-5 ner 5-19 et
HNedunur maccel Tena nerkoi | MT/Bozpact UMT/Bo3pact
CTETIEHU MT/poct <-1SD no -2SD

<-1SD no -2SD
Hedbunut maccel Tena cpeaneit | MT/Bo3pact NMT/Bo3pact
CTEIIEHU MT/poct < -2SD mo -3SD
< -2SD no -3SD
Tsoxensiit nedunut maccol Tena | MT/Bo3pact NMT/Bo3pact
MT/poct <-3SD
<-3SD

[Tpunoxenne A3.5

PacmiugpoBka npumedaHui

.. ** —mpemnapaT BXOAUT B IIepeueHb )KM3HEHHO HEOOXOAMMBIX M BaXKHEHIINX JeKapCTBEHHbIX
npernapatoB (Pacnopsbkenue IlpaButensctBa PO ot 12.10.2019 N 2406-p "OO yrBepKIaeHUH
NepeyHs >KM3HEHHO HEOOXOOUMBIX M BaXHEHIIMX JIeKapCTBEHHBIX mpenaparoB Ha 2020 ron, a
TaKXe NepevyHel JIeKapCTBEHHBIX MpPEnapaToB JUIsl MEAUIMHCKOIO MPUMEHEHUS U MUHMMAaJIbHOTO
aCCOPTUMEHTA JICKApCTBEHHBIX MPENapaToB, HEOOXOAUMBIX Ul OKa3aHUS METUIIMHCKON momMomu'",
Pacnopsokenue IIpasurensctBa PO ot 23 Hos6ps 2020 r. N 3073-p

# — npumenenue off-label — BHe 3aperucTpuUpOBaHHBIX B WHCTPYKIIHH JIEKApPCTBEHHOTO
CpeAcTBa IOKa3aHUI OCYIIECTBISETCS 10 pPElIeHUI0 BpayeOHOW KOMHCCHH, C pa3pelieHus
JIOKaJabHOTO 3THUYECKOTO KOMHUTETa MEIWIMHCKON oOpraHu3aluu (MpH HaJIMYUM), C YCIOBHEM
MOJMUCAHHOTO MH(POPMHUPOBAHHOTO COTJIACHs POAUTENEH (3aKOHHOTO MpEeACTaBUTENs) U MallueHTa
B BO3pacTe crapiue 15 ner;

*HFXE — cnenManu3MpOBAHHBIA TPOAYKT JIEUeOHOTO NHTAHUS, BKIIOYEHHBIH B MEpedYeHb
CMELUANTN3UPOBAHHBIX MPOJYKTOB JieyeOHOro muTaHus Juia Aereii-unBanuaoB  (Ilepedens
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CTIEUUANN3UPOBAHHBIX MPOAYKTOB JiedeOHOro NHMTaHUs Juid Aered-mHBanuaoB Ha 2021 rop,

YTBEepKJIeHHBIN pacniopsbkenueM [IpasurensctBa Poccuiickoit @enepanuu ot 7 nexadpst 2020 r. N
3242-p).

IIpunoxenue b

AJITOPUTMBI IeHCTBUI Bpa4ya

Cxema
NONOHUTENEHEIR HEOHATANEHLIA
CKPHHUMHE UMK NALWENHT ©
NoA0APEHUEM Ha ranakTo3eMuD
noareepxoanlan QuarHocTuea
KOHCYNETAUWA
APOGMALHOND AWarHos
cneyuanucTa HORTESpAa0H
HazHa4YeHWe QUETOTEepPanuu
aWcnaHcepHoe Habnopexue
aHanua
OUHaAMHWYecKoe AWeToTepanus KMAHHUYECKAX 1
HabnooeHwe athcbexkTUBHA naGopaTopHbIx
OaHHBIX
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ITpunoxxenue b.1

AJTOpUTM MOATBEP KAAOIICH JUATHOCTHKY IAJIAKTO3eMUH i THIIA

KOHLIBHTRBUMA TOTANGHR MANGTOI BRLE OTPSH0R TN

g ™
ONpafeneHie akTWexocTd FANT®,
YACTHE MYTALMM feHa GALT
% A
arTHBHOCTS FAIT - Hopwa,
axuanocTe FANT < 10 % } [ aktuanocts FANT 10-75 % ] N J
B8 4aCThiE “ﬂ“ HacTan onHa wacTas D4HA YacTan
MYTALMH B FEHE MYTALHA B fene u;nauunmua MYTELER B rie KNACCHHBCKAR FANAKTOIBMAR
GALT GALT, ner GALT, Bapuant HCKNKHEHA
\ YACTHI l.qrmm Oyapre X
MOMHER 3HANH3 reHa GALT
BLARNEHE 1
MYTaLER B
rene GALT
[0BpOKAYECTREHHAA
KNACCHYBCKAN FANAKTOIBLIAR CONOCTARMMHHE KNHHHMBCEMY 0 "TANIETOMMUA', fpH mmmmuw::
noaTeepKaeHa NaABOPATOPHYIX AAHHbX ranaxtosesmallyapre, "'wm Mﬂw

fyapre/flyapre, HOCHTENLCTEO

<*> HenH(popMaTUBHO NpH NEePETUBAHUN KOMIIOHEHTOB KPOBH.

GAO-toranpHas
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IIpunoxenue B
HNudopmanus 1 naumeHra

YTo Takoe ranakrosemua?

l'ajmakTo3eMus — OoJHA M3 HACICACTBEHHBIX OOJIe3HEH OOMEHa BEIIECTB. JTO JOCTATOYHO
penkoe 3aboisieBaHue. ['amakTo3eMUsi BO3HHMKACT, €CIU y pPEOCHKAa OTCYTCTBYET CIIOCOOHOCTH
pacIlerIsTh caxap, COAEPXKALIUNCA B MOJIOKE. DTO INPOUCXOAMUT H3-3a HapylleHus (MyTaluu) B
CTPYKType TeHa, KOTOpBIM OTBEYAeT 3a CHHTE3 (EPMEHTa, YYACTBYIOIIMX B MeETa0OIHM3Me
TaJIaKTO3bI, OJTHOTO M3 MPOCTBIX CaXxapoB. ['aakTo3a u ee MPOU3BOIHBIC HAKATUTHBAIOTCS B KPOBH H
TKaHAX, OKa3blBas TOKCHYECKOE JIEWCTBHE HA IEHTPAJIbHYKD HEPBHYIO CHUCTEMY, I€4YEHb H
XPYCTAJMK TJIa3a, YTO ONpEACIIAeT KIMHIISCKUE TPOSBICHHS OOJIC3HH.

Kak 4yacTto BCTpe4vaeTcH ranakrosemusa?

lNanakro3zemus peaxoe 3aboneBanue. YacTora ralakTo3eMHUU B CPETHEM B MUpPE COCTaBiseT |
: 60000 — 1 : 70000. BeriensiroT HeCKOJIBKO (hOPM TajJaKTO3EMHH, B 3aBUCUMOCTH OT TOTO B KaKOM
Y3 TE€HOB MPOM30IIa MYyTalMs, NMPU ITOM MOJaBjsiollee OOJBIIMHCTBO ClIydaeB 3a00JieBaHUs
oOycnoBieno wmyramusimu B reHe GALT  (kogupyer ¢epmeHT ramakrto3o-1l-gocdar
ypumiitpaicdepasy) U NpUBOJAT K rajakrozeMuu Tun 1. Takyke BBIAEISIOT OTIENbHBIA BapHaHT
rajaktro’eMud TN 1 — ramakro3zemuto — Jlypare, mpu kotopoil aktuBHOCTH ¢Gepmenta GALT
HECKOJIbKO CHIKEHA, YPOBEHb TaJIaKTO3bl IOBBIIICH, HO TsDKENbIE KIMHUYECKHE IPOSBIICHUS
00JIe3HM HE Pa3BUBAIOTCA U OOJBIIMHCTBO M3 TE€X, KTO MMEET 3TOT BAPUAHT HE HYXKAAIOTCS B
JUETOTEPAIIHH.

JIBa npyrux TUma raJakTo3eMUU — TUI 1 ¥ TUM 3 BCTpEUaAIOTCs KpailHE PEAKo.

Kak nposiBnsieTcs ranakrosemusa?

[lepBpie mpu3Haku rajxaroe3eMud TUI | MOTYT MOSIBUTHCS yXe Ha NEPBOM Henene >KU3HU
HOBOPOKJIEHHOTO, W OHHM CBSI3aHbl C HapylIeHHEM pa0OThl MEYeHH. Y HOBOPOKICHHOTO
HaOJIOJaeTCsl JKENTyXa M CHIDKEHUE YPOBHS TJIFOKO3BI B KPOBH, YBEJIMYEHHE Pa3MEpPOB >KMBOTA.
3areM MOTYT BO3HUKHYTb CUMIITOMbBI TOPaKEHHSI HEPBHOM CHCTEMBI, a TAKXKE PBOTA, CPhITUBAHU S U
Jpyrye HapyIIeHHUsI CO CTOPOHBI KEITYI0YHO-KHILIEYHOTO TpakTa. Y OOJIbHBIX rajlakro3eMueit tum 1
HE TMOJYyYalIIUX TEpaluio pa3BUBACTCS LUPPO3 IEUYEHHU, KaTapakTa. Bcex 5TUX TSKeNbIX
KIIMHUYECKUX TMPOSIBJICHUN TallakTO3eMUU MOXKHO H30eXaTh, €CIM BO BpeMsl HayaTh JICUUTh
pebenka. Ilpu oTCyTcTBHM JeueHHUs AETH C TajakTo3eMued Tum 1 morubaroT Ha MEPBOM TOAY
KU3HU.

Kak HacnepnyeTca ranakrosemuma?

I"anakTo3eMusi OTHOCUTCS K HACJIEICTBEHHBIM 3a00JIEBaHUSAM U IEpellaeTcs MO ayTOCOMHO-
PELIECCUBHOMY THITy. DTO 3HAUUT, 4TO OO0JIE3Hb MPOSBISAETCS TOJBKO B TOM cCliydae, €ciau ola
POJUTENS SIBIISIIOTCS HOCUTEISIMH M, XOTS caMU OHHM He OOJIeloT, IepefaloT peOeHKy [1Ba
MOPAXEHHBIX TeHa. boNbIIMHCTBO ceMmell, rne ecTb peOeHOK ¢ 3TUM 3a00JIeBaHUEM, He
CTAJIKUBAJIUCh paHble ¢ NOJ0OHON mpobaemMoii. PUCK MOBTOPHOTO pokaeHHUs OOJIBHOIO peObeHKa B
ceMbe, TJIe YK€ €CTh OOJIbHbIE IETH, COCTABIIAET 25% Ha KaXKIyro O€peMEeHHOCTb.

Bce cembu C ramakroe3Mued JIOJDKHBI 00S3aTENBHO TMPONTH MEIUKO-T€HETHYECKOoe
KOHCYJIbTUPOBAaHUE U TOJIyYUTh MOJHYI MH(OPMAIMIO OT Bpaya-TeHETHKa O PUCKE MOBTOPHOTO
MIPOSIBJICHUSI TAHHOTO 3a00JI€BaHUs B CEMbe, OOCYJUTh CO CHEIMAIMCTOM BCE BOIPOCHI, CB3aHHBIE
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C HacllefioBaHuMeM 3a0oneBaHua. B Poccunm MeQMKO-TeHETHYEeCKHE KOHCYIbTAlMH paboTaroT
IIPAKTUYECKU B Ka)KJIOM PErHOHE.

YTo Takoe CKPUHUHI HOBOPOXAOEHHbIX Ha ranakro3emMuro?

T'ITO6I)I I/I36e)KaTI) Pa3BUTHA TAKCIBIX KIMHHUYCCKUX HpO?IBJICHI/Iﬁ rajJakro3emMuu, Hazao, YTOOBI
HOBOpO)KIIGHHbeI OBLI TCCTUPOBAH Ha TI'aJIaKTO3€MHIO, T.C. OH OOJDKCH HpOfITPI TaK Ha3bIBaCMBIH
HEOHaTaJILHBIN CKPHUHHUHI. CKpI/IHI/IHF HAa4YMHACTCA C TOro, 4r0 y HOBOPOXIACHHOI'O Ha 4-5 JCHb
KHU3HHU 66pyT M3 IIITKKM HCCKOJIBKO KallCjlb KpPOBH, KOTOPYIO HAHOCAT Ha CICHHAJIBHYIO
¢wibTpoBanbHYI0 Oymary. KpoBp BeICymMBaeTcs, U Takoi OJaHK, HA KOTOPOM yKa3aHa (paMuius
HOBOPOXKJEHHOTO M pAX JAPYrUX CBEIACHUH, HEOOXOJUMBIX [UII €ro UACHTHU(UKAIIIH,
MepenpaBisieTcsi B JIA0OPATOPUI0 PETHOHAIBHOM MEIUKO-TEHETHYECKON KOHCYNbTaluu. B
nabopatopuM  OPOBOAST  CHELMAIBHOE  HMCCIEAO0BAHHWE, KOTOpOE  IO3BOJIAET  BBISIBHUTH
HOBOPOKIACHHBIX C IMOBBIIICHHBIM COJACPIKAHHUEM I'aJIaKTO3bl B KPOBH, B 3TOM CJIydac IOABIACTCA
[I0I03pEHHUE Ha ralaKTO3eMHMI0. TaKuX HOBOPOJKJEHHBIX Ja00paTopHsl ¢ MOMOIIBIO Bpadya-nieauarpa
BBI3BIBACT HA MMOBTOPHOC TECTUPOBAHUC. B cBa3m ¢ COO6HICHI/ICM poauTeIAM, 4TO HepBBIﬁ TECT Ha
rajJakToO3eMHUI0 Yy HX pe6eHKa OoKazajiCsl HCHOPMAaJbHBIM, Y HHX MOABJIACTCA IOBOJA JJIA
6ecriokoiicta. [IoBTOpHOE TecTUpoBaHUE 00pa3iia KPOBU y MJIa/IEHIIA SIBJISETCS pPELIatOIINM.

YT1o AenaTtb, ecnun AUarHo3 ranakro3eMmm Ha CKPWUHWHre HOATBepAM.ﬂCﬂ?

Ecimu n IIpyu BTOPOM TCCTHPOBAHUH YPOBCHBb I'aJIaKTO3bI B KPOBU OCTACTCA BBICOKHUM, HIIN
YPOBEHBb H3MEPSAEMOTO (pepMEHTa HU3KUM, TO 3TO 03HAYAET, YTO peOCHOK OOJICH TaJlaKTO3eMUeH, U
CeMbsi HEMEIJICHHO TIPUTJIAACTCS B MEIUKO-TCHETHYECKYI0 KOHCYJIBTAIMIO. 37eCh CeMbe
OOBSICHSAIOT, YTO cOOO MPE/ICTABIISET TAIAKTO3EMHUS M HAa3HAYAIOT JiedeHne. Eciu ieueHne Hayaro
paHo, TO KIMHUYECKHE CUMIITOMBI TaTaKTO3EMHUH Yy peOCHKa HE TPOSBATCS, U OH MOXET pacTu
3II0OPOBBIM, MPAKTHYECKH HE OTIINYASCh OT CBEPCTHUKOB. Y CIIEX JICUCHHSI BO MHOTOM OTIPE/ICIISIETCS
TEM, HACKOJBKO POTUTETH OOJILHOTO peOeHKa OCO3HAIHM BAXXHOCTh AMETOTEPANMH U HACKOJIBKO
CTPOTO OHH €€ BBIOJHIIOT. OO0 BCEM 3TOM M O MHOTOM JIPYIOM CEMbE PACCKAXKET Bpad-reHETHK
WIH Bpad-IHMETOJIOT BO BpPEMs TEPBOIO BH3UTA CEMbH B MEIUKO-TCHETUYECKYIO KOHCYJbTAIUIO.
3areM Takue BU3UTHI CTaHYT PETYSIPHBIMU. Y peOeHka Oy[eT MOCTOSHHO KOHTPOJIHPOBATHCS
COJIepKaHNUEe TaJlaKTO3bl B KPOBU M, B 3aBUCHUMOCTH OT 3HAYCHH JIAOOPATOPHBIX TOKa3aTeeH,
KOPPEKTHPOBATBCS COCTaB TEX IMPOIYKTOB, KOTOPbIC, C OJHON CTOPOHBI, HE OyIyT MOBBIIIATH
YPOBEHb TallaKTO3bl, a, C JpPYroi, oOecleYnBaTh HOPMAJIBHBIH POCT M pa3BUTHE pPEOCHKA.
[ToCTOSIHHBIN KOHTAKT CEMbH C BPAYOM SIBJISIETCS 32JI0TOM YCIIEIITHOTO JICYCHUS TAJIAKTO3EMHH.

lNanakroszemus [lyapte — 3To BapuaHT Ki1accudeckoii ranaktodemMun. CyliecTBYIOT HEKOTOPBIE
pasHoIJIacusi MO TOBOJY HEOOXOJMMOCTH OTrpaHUYCHHUS JUEThl TPH JICYCHHH JIETeH ¢
rajakto3emueit Jlyapre, HO OOJBITMHCTBO 3KCIIEPTOB CXOAATCS BO MHCHUH YTO TEparus TPeOyeTcst
TOJIBKO B HEKOTOPBIX CITydasiX, €CJIM YPOBEHb raJIaKTO3bI MPOJIOJKAET COXPAHSITCS BHICOKUM.

Kak nevart ranakrosemuio?

CMBICII JICUCHHUS 3aKIIF0YaeTCs B HCKITFOUYCHUHN IMMUIICBBIX IMTPOAYKTOB, COACPIKAIINX I'dJIAKTO3Y,
MpeKAC BCCTO I'PyAHOI'0 MOJIOKA M APYIrUX MOJIOYHBIX cmeceir. OHu MOTYT OBITh 3aMEHEHBI
CIICUAJIBHBIMU CMECAMU, NIPUT'OTOBJICHHBIMU Ha OCHOBC COH, KOTOPBIC HC COACPIKAT I'aJIaKTO3y U
JIAKTO3Yy. HpI/I COCTaBJICHUU JI€UYCOHBIX paroOHOB IJid IMAIIUCHTOB C rajlakTo3eMHEH KOJIHUYECTBO
OCHOBHBIX TIHIICBBIX BCIICCTB W SHEPTHUU HNOJDKHO COOTBETCTBOBATH PCKOMCHAYEMBIM HOpPpMaM
HOTpC6J]CHI/I${. B nuranum pereit MEepBOro roJa KU3HU MATCPUHCKOC MOJIOKO W/ M JACTCKHC
MOJIOYHBIE CMCECH OOJIKHBI OBITh 3aMEHECHBI AJalITUPOBAHHBIMU 110 COCTaBY 0€311aKTO3HBIMU
(bOpMleaMI/I. I[J'Iﬂ JIYEHHs IAllMEHTOB C TajlaKTO3eMHEH HCIOJIB3YIOTCA CIICHUAIM3UPOBAHHBIC
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CMECH Ha OCHOBE M30JI5ITa COCBOTO OEJIKA MITU BRICOKOTHIPOIM30BAHHBIX MOJIOYHBIX OenkoB. Takxke
UCIOJIL3YIOTCSI CMECHM Ha  OCHOBE  CHHTETHYECKMX  aMHHOKHCIOT ¥ O€3JIaKTO3HBIE
Ka3eHHIPEJOMHHAHTHBIC MOJIOYHBIE CMECH.

Heo06x01MM0 MOTHOCTBIO UCKITIOYHTH U3 PAIlMOHA MAIMEeHTa 000 BU MOJIOKA (B TOM YHUCIIE
KEHCKOE, KOPOBhE, KO3b€, JCTCKHE MOJOYHBIC CMECH H JIp.) M BCE MOJIOUHBIC MPOIYKTHI, a TAKXKE
CTpOTO M30eraTh YHoTpeOJIeHUsI TeX NMPOIYKTOB, KyJa OHH MOTYT HOOaBIATHCS (XJIeO, BBITICUKA,
COCHCKH, KOJOAChl, KapaMelb, CIIaJOCTH, MapTapvHbl U T.I1.). 3aMpeniaeTcsi TakKe MCIIOJIb30BaHNE
HHM3KOJIAKTO3HBIX CMECEN U MOJIOKA.

Pst mpoIyKTOB PacTHTEIHLHOTO MPOUCXOXKICHUS COACPKHUT OJUTOCAXaAPHUIbI — TajJaKTO3HIbI
(padduHO3y, CTaxmO3y), KUBOTHOTO TPOUCXOXKICHHUS — TIIMKOIPOTEHHBI, KOTOPHIE MOTYT OBITh
MOTCHIIMATFHBIMA UCTOYHUKAMU TaiakTo3bl (["amakro3uasl: ropox, 00061, Gacosb, YeueBHIa, HYT,
IIIUHAT, KaKao, MOKOJIaJ. | JTMKOTPOTEHHBI: Me4YeHb, MOYKH, JIMBEpHas Koybaca), MOATOMY OHH
WCKITIOYAFOTCS U3 MUTAHUS MAIUSHTOB JETCKOTO BO3PAcTa M OTPAHMYUBAIOTCS B IIUTAHUU B3POCIBIX
MAIUEHTOB.

[TpukopM BBOIUTCS B TEpUOa OT 4 MECSIEB JKU3HU. B NMHUTaHMM HCHOJB3YIOTCS TOJBKO
0e3MOJIOUHblE ~ NPOAYKTBI W Omroma:  Oe3MOJIOYHBIE — Kalllh,  KOTOpbIE  Pa3BOJAT
0€3J1aKTO3HBIMU/0E3rajlakTO3HBIMM CMECSIMH, @ TaKXKe OBOLIHOE, MsICHOE U (PpykTOBOE Miope. Bee
MOJIOYHBIE TPOJYKTHI, BKJIFOYAs IETHLHOEC KOPOBHE MOJIOKO, KHCIOMOJIOYHBIC IMPOJJIYKTHI, TBOPOT,
3aIMpeNIarTCs K UCIIOIh30BaHUIO Y TAIIMCHTOB C TaJJaKTO3eMHUCH.

Bun mepBoro mnpukopma ONpeAessieTcs COCTOSHHEM JKETyJO0YHO-KHIIIEYHOTO TpaKTa M
HYTPUTHUBHBIM CTaTyCOM peOeHKa. ITO MOXKET OBITh OBOIIHOE ITIOPE U3 HATYPATBHBIX OBOIIEH HITH
TIJI0IOOBOIIHBIX KOHCEPBOB IS JIETCKOTO TMHUTaHHS 0e3 H00aBlieHHs MOJioKa (M HE WMEIIIHNX B
coctaBe 000OBBIX) WM OE3MOJIOUYHBIE Kallli Ha OCHOBE KYKYPY3HOH, PHCOBOW WJIM TPEUYHEBOU
MYKH, IJI pa3BelleHUs] KOTOPBIX HEOOXOIMMO HCIOJIb30BaTh Ty CIELHMATU3UPOBAHHYIO CMECH,
KOTOPYIO TOJIydaeT peOeHOK. MsCHOUW IpUKOpM BBOIAT B mUTaHHE ¢ 6 MecsieB. [IpenmyiecTBo
OTJAIOT CIELMATU3UPOBAHHBIM JIETCKUM MSCHBIM KOHCEpPBaM IPOMBIIIIEHHOTO BBIMYyCKa, HE
COJIep’KalliM MOJIOKA U €ro IPOM3BOJIHBIX (KPOJIUK, IBIIJICHOK, HHICHKA U JIp.)

Kakon nporHo3 npu ranakrosemmm?

[Iporuo3 3aboseBaHust HEOIATOMPUATHBIN NP THKENON GopMe U MO3IHO TUATHOCTHUPYEMOU
rajiaktrozemuu. [Ipy paHHeM Ha3HAYEHUM JUETHYECKOrO JICYeHUS JETH MOTYT pPa3BUBATHCA
HopMaibHO. HO HecMoTps Ha ajekBaTHOE JICUEHUE C MEPBbIX JHEH KU3HU, y OOJBHBIX C
rajlakTo3eMUel CcoxpaHsieTcsi pPUCK (OPMHUPOBAHUS OTCPOUYEHHBIX OCJIONKHEHUM — 3allep>KKH
(bu3MYECKOTO pPa3BUTHSI, HApYyIICHUs pa3BUTUA peud ("BepOanbHOU AMCIpakcuu") U MOTOPHBIX
GbyHKIHHI, 0cTeonopo3. Y JIeBOYEK MOBBILIIEH PUCK MPEKIESBPEMEHHON HEJOCTATOYHOCTH (DYHKIIMH
SMYHUKOB. Y MHOTHX HaOJrOfaeTcs 3aliep’kka pocTa B MOAPOCTKOBOM Bo3pacte. OJHAKO MOcCIie
nmybepTara pocT OOBIYHO JIOCTUTAET HOPMBI.

3azepiKKka MCUXUYECKOTO Pa3BUTHSI, BBISBIISIONIAACA Y HEKOTOPBIX JIETEH ¢ TralakTo3eMHueH,
MOJIYYAIOUIUX UETHYECKOe JIeUYeHUE, HEe TsDKenas; OHa MOXKeT OOHAapyKHMBAaThCsl B pPaHHEM
BO3pacTe, HO dYallle CTAHOBUTCS OYEBUIHOM B HIKOJBHBIE T'OJIbl, KOTJa Yy peOeHKa BO3HUKAIOT
TPYAHOCTH C YTCHHEM WM ycBOoeHHeM MmaTematuku. [Ipubnusurtensno y 18% npereit crapmie 5 et
OTMEYAIOTCSl JBUTATENIbHbIE HAPYLIEHUS B BUAE AaTaKCUU, HEJIOBKOCTU TOHKOM MOTOPHKH,
paccTpOMCTB paBHOBECHUS M KOOPAWHALMK; BO3MOXXKHO HAJIMYUE TPEMOpa IpPU BHITOJIHEHUHN
[eJICHANPaBICHHBIX JEHCTBUI, MbIIIeYHOW AUCTOHUHM. OKOJO TpeTh OOJBHBIX C KIACCHUYECKOM
rajlakTo3eMuel, MOoJIyJaroluuX JIe4eHHe, HMMEIOT HapyIIeHUs pedd Mo Tuly "BepOalbHON
aucnpakcun". Y TakuxX JEeTed 3aAep)KaHO pEeuYeBO€ pa3BUTUE B PaHHEM BO3PACTE, MUMEIOTCS
3aTpyaHEHHs apTHKYJSIUU, OSIHBIN cloBapHBIii 3anac. Karapakra HaOmromaeTcs: mpuOIM3UTEIEHO
y 30% OosibHBIX. Y OOJBHBIX C TajlaKTO3eMHUel HaOII01aeTCsl CHUKEHNE MUHEpaIU3alud KOCTHON
TKaHH, YTO 4acTO IPUBOJUT K PA3BUTHIO PAHHETO OCTEOINIOPO3a U MOBBIIIEHHOMY PUCKY IIEPEIIOMOB
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KOCTEH.
MpodunnakTuka ranakrosemMmm

B cembe, rae ectb 60ybHON peOeHOK, uMeeTcs 25% PHUCK MOBTOPHOTO POXKIACHHS OOJBHOTO
IIpY KaXJ0W Mocienyroeil 6epeMeHHOCTH. Y POJACTBEHHUKOB U3 TPYIIIBI pPUCKA TaKXKE BO3ZMOXKHO
BBISIBJICHUE MYTaIlUii, €CIIM OHU ObUTM MICHTH(PUIIMPOBAHBI Y OOJFHOTO peOCHKA B JAHHOM CEMbeE.

Bompoc 0 mnpoBeneHMM NOpeHATalIbHOM JUArHOCTHKU TajJaKTO3€MUU JOJDKEH OBITh
BCECTOPOHHE OOCYXXJIEH C 3aMHTEPECOBAHHBIMHU CYNPYKECKUMM IMapamH MpPexXJe, YeM MPUHATh
OKOHYATEJIbHOE PEIICHHE, TaK Kak 3a00J1eBaHNUE NOIAETCS JIEUECHHUIO.

[Tpunoxxenue I'1-I'N

IIIkaabl OLEHKH, BONIPOCHUKH U APYIrHe OLeHOYHbIe HHCTPYMEHTbI COCTOSIHUA
NAMEHTA, IPUBEJIeHHbIC B KIMHUYECKHX PEKOMEHIAUAX

Her

Hogeie, uznannsie B 2020-2021 rr. u opunmansHo yrBepkaéHHbIe Mun3apaBoM PO,
KIIMHUYECKHe peKOMEeHAalnU (pyKOBOJICTBA, MPOTOKOJIbI JICUEHHS) — HA HAILIEM caifTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau re-To keM-To TaHHBIN JOKYMEHT ObLI paHee pacreuartaH, JaHHoe m3o0paxenue QR-koma
MIOMOJKET BaM OBICTPO MEPEHTH 10 CChUIKE ¢ OyMaXKHOM KOTIMU — B HEM HAXOJIUTCS ATa CChLIKA.
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