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TepMuHbI U onpeaeIeHUs
HeoHaTajJbHbIil CKPUHUHT — KOMIUICKC MEPOIIPUATHMA, BKIIOYAIONUX 0E3BBIOOPOYHOE
06CJ'IGI[OBaHI/Ie HOBOPOXIOCHHBIX, B LCJIAX PAHHETO BBIABJIICHUSA 3860H6BaHHI>'I, Ha3HA4YCHUA
CBOCBPCMCHHOI'O JICUCHUS U HpO(i)I/IHaKTI/IKI/I PAa3BUTHUA TAKCIIBIX KIIMHUYCCKUX HOCJIGI[CTBI/Iﬁ
I'anakro3zemusi — rpynna HacjieACTBEHHbIX HapyLIEHUI OOMEHA YII€BOI0B, IIpU

KOTOPOM B OpraHu3M€ HAKaIlJIMBACTCsA H30BITOK TAJIAaKTO3bI U €€ METa00JINTOB



1. KpaTkas nagopmManus mo 3a00J1eBAHNI0 UM COCTOSTHHUIO (rpynme

3a00J1eBaHUIl UM COCTOSIHUI)

1.1 Onpeaeaenne 3a00jeBaHUsl WM _COCTOSSHUS (Tpynnbl__3a00JIeBAHUI WU

COCTOSIHM)

lNamakro3emus (I'AJI) — rpynma HaciaeACTBEHHBIX HapylIeHWH oOMEHa yTJIEBOIOB, MPHU

KOTOPOM B OpraHM3ME HaKalUIMBaeTcs H30BITOK TaJlakTO3sl M €€ MeTabOJUTOB, 4TO
00yCJOBIMBAET KIMHUYECKYI0 KapTHHY 3a0oiieBaHust #  (OpMUpOBaHHE OTCPOUYCHHBIX

ocnoxHeHui. Tun HacneqoBaHusl BcexX (HOPM TramakTO3eMUH - ayTOCOMHO-PEIIECCUBHBIN.

1.2 ITHOJOrUA ¥ IATOreHe3 3a00J1eBaAHU WJIN COCTOAHUSA (rpynnbl 3200JJeBAHNHA HJIH

COCTOSTHMI)

l'amakro3a (oT rpeueckoro ciopa galaktos - MOJIOKO) - MOHOCaxapu [ U3 TPYIIIBI TEKCO3,

uzomMep IoKo3bl. HecmoTps Ha Ooiblioe CXOACTBO MOJIEKYJ TJIFOKO3bl M TajaKTO3bl,
IpeBpalleHHe MOCIeIHEH B INIIOKO3Y TpeOyeT HeCKOJIbKUX (PepMEHTATUBHBIX PEAaKLUi, KOTOpbIE
IPOTEKAIOT B [IUTOILIA3Me KieTkH (puc. 1). ['anakTo3a nmeeT BakHellee 3HAUCHUE ISl POCTa U
pa3BUTHS OpPTraHU3Ma U SIBJISETCS KOMIIOHEHTOM I'PYIHOTO MOJIOKA.

["anakTo3a HE TOJNBKO SBISETCS 3HAYUMBIM MCTOYHUKOM SHEPTHH ISl KJIETKH, OHAa UTPAeT
BOXHYIO MPEOMOTHYECKYIO pPOJb, CIYKUT HEOOXOAMMBIM IJIACTUYECKMM MaTepuanoM s
00pa30BaHus MIIMKOMPOTEUIOB, TTTUKOIUIINIOB U JPYTUX CIOXKHBIX COCTUHEHUH, HCIIOIb3YEeMbIX
OpraHu3MoM Uit (OPMHUPOBAaHUS KJIETOYHBIX MEMOpaH, HEPBHOW TKaHHW, IPOIECCOB
MUENMHU3AIMY HeHpoHOB U Ap. Hapymienne merabonn3ma rajakTo3bl, HaOJl0aeMoe IMpHU
rajjakTo3eMUH, HEeU30€KHO MPUBOJIUT K PACCTPOMCTBY (PYHKIMOHUPOBAHUSI MHOTHX OPraHOB U
CHCTEM OpraHu3Ma.

Bbonbiroe xonnyecTBo NoTpeOIsieMbIX B TEUEHHE JIHS MUILEBBIX MPOIYKTOB (B MEPBYIO
oduepesb MOJOYHBIE TPOIYKTHI) COAEPIKAT JAKTO3y, M3 KOTOPOH B KHIIEYHUKE B pE3ybTaTe
THJIPOJIM3a 00pa3yeTcs ralakTo3a; HEKOTOPhIE MPOAYKTHI MUTAaHHsI COJEPKAT raJIakTO3y B YUCTOM
BUje. Y UeloBeKa IajakTo3a MOXKET OOpa3OBBIBATHCS DHIOTEHHBIM ITyTE€M, IOJABIISIOLICE €€
KOJIMYECTBO  CHHTE3WpyeTcss B mporecce  (EpMEHTATUBHBIX  PEAKIHA  MEXIY
ypununaudocdarriokozon (Y AD-rmroko3oit) n Y P-ranakTo3oi, a Takxke B mporecce 0OMeHa
[JIMKOIPOTENHOB U TIIMKOJIHUIHIOB.

lNanakTo3eMusi OTHOCHUTCA K HAcJEeICTBEHHBIM OOJIE3HSM YIJIEBOAHOIO OOMEHa H
00BEMHSACT HECKOJBbKO TeHeTuueckux (opm 3aboseBanmii. [amakrozemust tun | (TAJT 1)
obycnosiiena mytarusmu B rene GALT, kaptupoBanHoMm Ha 9p13.3, 4To npuBOAUT K AEPUITUTY

ranakro3o-1-pocharypununrpancdepassl ([AJIT). Tanakrozemust tum |1 (CAJT 1) oOycnoBiena
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mytarusimu B TeHe GALK1, kaptupoBanHoM Ha 17g25.1, d9ro mnpuBOIuUT K AePUITUTY
ranaktokuHasbl (AJIK). Tagakrozemust tunm Il (TAJI 1ll) oOycioBiaeHa mMyTanusMud B TeHe
GALE, xaptupoBanHoM Ha 1p36.11, uro mpuBomutT k aedpunury ypunuH-audochar (YAD)-
ranakTo30-4-snumepassl (I'AJID) (puc 1).

B pesynbTaTte HemoctaTounocTu Jiroooro u3 tpex pepmentoB — [AJIT, 'AJIK wau TAJID
— B KpPOBU IOBBIIIAETCS KOHIICHTPALUs rajakTo3bl. [Ipy CHIKEHMHM  aKTUBHOCTH (DEPMEHTOB
I'AJIT u TAJID, noMuMoO M30BITKA TalaKTO3bl, B OPraHU3ME MAIMEHTa HAKAIUIMBACTCS TaKKe
U30BITOYHOE KOJIMYECTBO ranakTo3o-1-gocdara, 4To Ha CErogHAIIHUN IeHb CYUTAETCS OCHOBHBIM
MaTOr€HEeTUYECKUM (HaKTOpOM, OOYCIOBIMBAIOIIMM OOJBIIMHCTBO KIMHUYECKUX MPOSBICHUN
['AJI u hopMupoBaHHE OTCPOUYEHHBIX OCIOKHEHHUH. M30BITOK TranmakTo3bl B OpPraHU3ME MOXKET
METa0O0IM3UPOBATHCA B IPYTUX OMOXMMUYECKHX ITyTSAX: OHA MOYKET PEBPAIIAThCS B TAIAKTUTOI.
HakormuieHue raiakTUTOsa B KPOBU M TKAHSX U MOBBIIIEHUE €TI0 3KCKPEIMH C MOYOH Ha0IroAaeTcs
npu Bcex ¢opmax ['AJl; B xpycTaivke T7a3a H30BITOK TalaKTUTONA CIOCOOCTBYET
(dopMUpOBaHHIO KaTapakTbl. FIMEIOTCS CBEJIEHUS O TOM, YTO BBICOKOE COJIEpKAHMUE ralaKTUTOIa
B TKaHAX MO3Ta CIIOCOOCTBYET Ha0yXaHUIO HEPBHBIX KIETOK M ()OPMHPOBAHUIO MICEBIOOITYX 0N
MO3ra y OTAENbHBIX MAIUeHTOB.

[TaTtonornyeckue nporeccol mpu I'AJI 00yca0BIEHBI HE TOIBKO TOKCUYECKUM JACHCTBHEM
yKa3aHHBIX MPOAYKTOB, HO M MX TOPMO3SIIMM BIIMSHHEM Ha aKTUBHOCTBH JIPYTUX (DEPMEHTOB,
Y4aCTBYIOIINX B YIJIE€BOJIHOM oOMeHe (pochormrokomyTassl, TIII0K030-6-
dochataeruiporesaspl), CIEICTBUEM 4YEro  SBISETCS  TUIOITUKEMHUYECKUH  CHHAPOM.
[Tpeamnonaraercst Takxe, 4YTO NPEAPACIION0KEHHOCTh K CENCUCy Y HOBOpoxkIeHHbIX ¢ 'AJI tun |
00ycII0BJIeHa UHTUOUPOBAHUEM OAKTEPUITUTHON aKTUBHOCTH JICHKOITUTOB.

Hau6onee wacroit popmoii 'AJT seusiercst [AJI |. I'ew GALT cocrout u3 11 3K30HOB,
oxBaThIBaroMX 4,3 T.M.H. XpoMocoMbl 9pl13. B 0aze maHHBIX 1Mo MyTanusM uyenoBeka Human
Genetic Mutaton Database (HGMD Professional, Version 2020.3) omucano 346 maTOreHHBIX
BapuantoB B reHe GALT [47]. K nHambonee pacmpoCTpaHEHHBIM MAaTOTCHHBIM BapHaHTaM
otHOcsTCs: ¢.563A>G (p.Q188R) u ¢.855G>T (p.K285N), obycnasnusaromue pazsutue ['AJI .
Cpenu ManyeHToB €BpONEeWCKOro MpOUCXOXKACHUSI Hanbosee YyacThIM MaTOreHHBIM BapHaHTOM
spisercss C.563A> G (p.Q188R), cocrapmstromumii 64% Bcex HAOMIOJAEMBIX IATOICHHBIX
BapuaHToB. Bapuant ¢.404C> T (p.S135L) cBsi3an ¢ «vmsirkum» gpeHorurniom ['AJI | u Bctpevaercs
MOYTH  MCKIIOUUTENBHO Y  MAlMeHTOB  apUKaHCKOro  MmpoucxoxiaeHusd. Jpyrue
pacnpoCTpaHEHHbIE IAaTOT€HHblE BapHaHThl BKIouaroT: ¢.855G> T (p.K285N), c.626A> G
(p.Y209C), c.413C> T (p.T138M), ¢.584T> C (p.L195P) u IVS2-2A> G. VY eBpeeB-aimikeHa3u
4acTO BCTpPEYAeTCs Jenerus pa3mepoM okoio 5,5 kb. Bce 3Tu BapuaHThI CBSI3aHBI ¢ TIOYTH WA

MOJTHOM TTOTEPE aKTUBHOCTH (hepMEHTA.



Bapuant  ramakrtozemus-Ilyapre  (GD2)  sBmsercs  pe3ynbTaTtoM  CIOXHOM
reTepO3UTrOoTHOCTH 10 natoreHHoMy Bapuanty GALT (G) u BTopoMy ajuiento, U3BECTHOMY Kak
p.N314D, Duarte 2 (D2). D2 Bcrpeuaercs npumepHo y 11% HaceneHus B €BpOICHCKO-
aMEepUKaHCKUX MOMYJSUsIX. B HacTosIee BpeMs U3BECTHO, UTO OH BKJIFOYAET TallJIOTUIT U3 MATH
BapUaHTOB. TPYU MHTPOHHBIX BapuaHTa (- €.378-27G>C, ¢.508-24G>A u ¢.507+62G>A), neneruio
4 m.H. B mpomoTrope reHa u 3ameHy c.940A> G (p.N314D). Amnens D2 cHMXaeT aKTUBHOCTH
I"AJIT npumepHo Ha 50%, Tak 4TO, KOrJa OH IPUCYTCTBYET B TPAHC-TIOJIOKEHUH € KJIACCUUECKUM
aJliesieM rajakTo3eMHUH, TO AKTUBHOCTh (pepMEHTa MOXKET COCTABISATH ~ 25% oT HOpMBL. Tekyiue
JaHHbIE MMOATBEPKJAIOT TUIOTE3Y O TOM, YTO Jejielus 4 I.H. OTBETCTBEHHA 3a CHU)KEHUE
aKTUBHOCTH (epmenTta. Btopoii Bapuant, Duarte 1 (D1, Taxke u3BecTHbIN Kak BapuaHT Jloc-
Anmxeneca uiu LA), He cBa3aH co cHmkeHHOM akTuBHOCTBIO ['AJIT.  Amnens D1 comepxkut
€.940A> G (p.N314D), a Takke CHHOHUMHYHOE U3MEHEHHE HYKJICOTHIa B 3K30HE 7, ¢.652C> T
(p.L218 =), Ho He nenenmio mpomoropa 4 IL.H. Amienp BapuanTa D1 Takke cuuTaercs
JTOOPOKAYECTBEHHBIM U aCCOIMMPYETCSI C HOPMAIBHOM MJIM CJIEeTKa MOBBIIIEHHONH aKTHBHOCTBIO
depmenta ['AJIT spurpouuros [16].

lamakrozemun Il tuma (I'AJI 1) oOycnoenena Bapuantamu B rene GALKI,
KapTupoBaHHOM Ha 17(025.1. Onucano okoso 50 maToreHHbIX BapUaHTOB, YAaCThIX CPEId HUX HE
onucano. Onun Bapuant, p.P28T, gamie BcTpeuaercs y upiran [17].

Iamakrozemus tum 111 (CAJI III) oOycnoBiena naroreHHbIMU BapuaHTtamu B reHe GALE,
KapTupoBaHHOM Ha 1p36.11. Onna u3 cambix peakux ¢opm T'AJL. HzeectHo okono 30

Kay3aTUBHBIX BAPpUAHTOB, YACTBIX CPCAU HUX HE OIMUCAHO.

JH0reHHAS TATAKTO34,

JK30reHHasi rATAKTO3a, odpa3oBaHHAs IPH 00MeHe
TOCTYNAINAS ¢ MHIIeH [JIHKONPOTEHI0B H
[IHKOJIHIHIOB
- - - - - < [anakruron

I'anakroso-1-docdar Y]Id-raokoza
AT rAn19

VA®-Tanakrosa I'mroko3o-1-docdar

Pucynok 1. MeTtabonu3m rajaakTo3sl

['AJIT — pepmenT ranakrozo-1-pocharypuaunrpacudepasa;

I'AJIK — pepMeHT ranakToKnHasa;



I"'AJID — pepment Y JIdD-ranakro3zo-4-snumepasa (Onumepasa).

1.3 DnuaeMunojiorusi3a00/1€BAHUS MM _COCTOSTHHSI (rpynnbl_3a00J1€eBAHMH _WJIN

COCTOSIHM)

Yactora T'AJI mo paHHBIM MaccoBOro 0OOCIeIOBaHWS HOBOPOXIEHHBIX B Poccuu

cocrasigeT 1: 20 000. Drto 3HaueHne He sBiIgeTcd MCTUHHOM yacTtoTor I'AJI | B PD, Tak kak
BKJItOUAT U kiimHu4eckue Bapuantol I'AJI | u BapuanTsl ranakrozemusi-Zlyapre. JlaHHbIX 0 yacToTe
CAJT I, 111 HeT, Tak kak moaTBepx)Aaromas quaraoctika ['AJI B GonpimHCTBE cnydaeB B PO He
MIPOBOAMTCA.

I'AJI | Betpeuaetces y 1: 53 554 noBopoxaenusix B Coenunennbix [lItarax [18]. Yactora
DG-ranakrozemuu nmpumMepro B 10 pa3 BbIlIe, HCTHHHAS YacTOTa HEM3BECTHA U3-3a PA3JIMYUI B
CKpUHHUHTE.

Yacrora I'AJI 1l xonebnercs ot 1: 2 200 000 mo 1: 50 000 >kuBBIX HOBOPOXKIICHHBIX,
IPUYEM camasi BBICOKasl HaOJII01aeTCsl y IBITAHCKOr0 HaceneHus boarapuu u bocuun [19].

UYacrora nedurura I'AJID, BBISBISIEMOTO MPU CKPUHUHTE HOBOPOXKIECHHBIX, B OCHOBHOM,
3TO OECCUMNTOMHBIN (0OpPOKAUECTBEHHBIH HM30JIMPOBAHHBIA MM MPOMEKYTOYHBIH BapHUaHT),

cocrasmsieT 1:70 000 y mianeHieB eBpomneiickoro mpoucxoxaenus u 1: 6700 y adhpoaMeprkaHiien

[20].

1.4 Oco0eHHOCTH KOJAUPOBAHUA 3200J1€eBaHHUs UM COCTOSTHUS (rpynnsl 3a00J1€BaHNH

WJIM COCTOSHUI) mo MeXIvHAPOIHOH CTATHCTHYECKON Kjaaccupukanuu O0o0Je3Hed |

npoo0.ieM, CBA3AHHbBIX CO 3/I0POBbEM

E74.2 — Hapymenus obOmena ramakto3sl (HemocTaToyHOCTh TrajaKTOKMHA3BI.

[anakTo3emusi)

1.5 Kaaccudbukauusa 3a00JeBaHUS WJIH COCTOAHMA (rpynnbl 3a00J€BAHUHA WU

COCTOSIHM)

B ocHoBy coBpemenHoi knaccudukanuu I'AJl nojaoxeH THONOTHYECKUNA TPUHITHIL.

B 3aBucumoctu oT gedekra 0HOTO U3 TPEX OCHOBHBIX (PEPMEHTOB, YUACTBYIOIIUX B OOMEHE
TaJIaKTO3bl BBIAEIAIOT Tpu Tuna I'AJI:
|. Knaccuueckuii - ranakrosemus | tuna, oOycinoBneHHas aeguuutoM ¢epMeHTa rajakro3o-1-
dochar-ypununtpancpepazsl  (AJIT) u HaiuyueM TOMO3MIOTHBIX MM KOMIAyHJ-
retepo3urotHbix mytaiuii B reie GALT (G/G). OtnenbHo Boiaenstor Bapuant dyapte (D/D) u
ranakrozemuto- Jlyapre (G/D), mnpu KoTOpbIX MOTMMOPGHBII BapHaHT HAXOIHUTCS B
TOMO3UTOTHOM COCTOSIHMM WJIM KOMITayH/-T€TEPO3UTOTHOM COCTOSIHUU C MAaTOT€HHOM MyTaIluei.

1I. Heoocmamounocmy canakmokunaszwl (I'AJIK) (ranakrozemus Il Tuma).



III. Jlepuyum ypuounougpocgpam-zanaxkmoszo-4-snumepazer (I'AJID wunu snumepasbl) —

ranakro3emus I1I Tuma [25].

1.6 Knnnuueckas KAPTHHA 3200J1eBaHNsI MJIM COCTOSIHUS (TPYyNnbl 3a00JeBaHUHA MU

COCTOSTHMI)

I'AJI | (OMIM 230400) nposiBisieTcst B HeoHaTaabHOM repuoe. Ha GoHe BckapMiinBaHus

MOJIOKOM HJIM MOJIOYHOM CMECBIO, COZAEpXallleld JIaKTO3y U TajakTo3y y HOBOPOKIEHHOI'O
HOSBIISICTCS PBOTA, JHAPEsl, MBIIIEYHAsI TUTIOTOHUS, COHJIMBOCTD, BsTOCTh. OTCYTCTBYET prbOaBKa
B Macce TeJa, HabII0JaTcs BsJIOe COCaHue, 0TKa3 OT TPYAM MaTepu, HOSABISIOTCS U HAPACTAIOT
HPU3HAKH HOpaKeHUsI [ICYEHH, 4acTo COIIPOBOKAAOLIUECS rernaToMerainei/
renaToCINICHOMETAIMEN, JKEINTYyX0H, TUIIOTIMKEMHUEH, HEPEIKO OTMEYAETCsI KPOBOTOUYMBOCTh U3
MECT UHBEKITUH.

Haubonee tsoxensiv npossiaerreM ['AJl | y HOBOPOKIECHHBIX SBJISIETCS CENCUC, KOTOPBIN
umeer  (araspHOE  TEYEHHWE M Yalle  BCero  OOYCIOBJIEH  IPaMOTPHULATEIbHBIMU
MHKpoopranuzmamu, B 90% ciydaes - Escherichia coli. Kax ocnoxnenwust cerncrca, BO3MOXHO
pa3BUTHE MEHUHIUTA, OCTEOMUETUTA. Y OJHOrO IMalMeHTa BO3HHUKJA FaHTpeHa MajbLEB CTOI U
3aJHEl MOBEPXHOCTH OAHOM Horu [21].

3aboneBaHue OOBIYHO MaHH(ECTUPYET B IMEpBbIE [IHU - HEJCNU >KU3HM, OBICTPO
IPOrPECCUPYET U B OTCYTCTBHM JIEUEHUS HOCHUT >KH3HEyrpokaromuid xapakrtep. C mepBbIxX
MECSIEB )KU3HU Y MHOTHUX JIeTeil popMUpyeTcs IBOSKOBBIMYKJIasi KaTapakTa.

VY HEKOTOpBIX MAaLMEHTOB MOXKET OTMEUAThCSl CUHAPOM BHYTPHUYEPENHONW THIIEPTEH3HH,
KJIMHUYECKH MTPOSBIISIOIMECS BEIOyXaHHEM M HanpsikeHneM Oombioro pogauuka. [Ipu KT/MPT
TOJIOBHOTO MO3Ta ONPENENISIOTCS MPU3HAKU BHYTPHUYCPEITHOW TUIIepTeH3UH [22].

Munanenust ¢ G/D, nony4aromyie rpyIHoe MOJIOKO MJIM CMECH C BBICOKUM COJICpPIKaHHEM
rajakTo3sl (MOJOYHBIE CMeCH), OOBIYHO HE MMEIT KIMHUYECKUX CUMNTOMOB. EcTb
MCCJIEIOBAHMSI, TOKA3bIBAIOILEE OTCYTCTBUE PA3IMUNN MEXy IpYIIIaMH JETEH ¢ rajlakTO3eMHUei
G/D, nony4aBmux U He MOTyYaBIIUX JeueOHoe mutanue. HemoctaTouHOCTh GyHKIIUN SUYHUKOB,
KOTOpasi 4acTo BcTpeuaercs npu kinaccuyeckoi ['AJI |, He Habmromanacek y 1€BOYEK WIIH JKSHIIUH
¢ G/D [23].

Kmuanuaeckast cumnromaruka npu I'AJL [ (MIM 230200) y MHOTHX GOJBHBIX MOXKET OBITH
OorpaHMuYeHa TOJIbKO (opMHupoBaHHEM KaTapakThl.  Takue CUMOTOMBI 3a00JeBaHMS Kak
OTCTaBaHHWE pOCTa M Macchl Teja, AUCIENTUYECKHE paccTpoMcTBa M Jp., HE3HAYUTEIBHO
BBIPa)KEHBI, XOTS U MOTYT HaOII01aThCs y IeTel TpyAHOro Bo3pacra. Taxke npeamnoaaraercs, 4To

B 3aBUCHMOCTH OT TOTpeONieHuss Mojoka B 0Oolee TO3AHEM BO3pacTe, CYIIECTBYET
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IPEeIPacIoIoKEHHOCTh K MPECCHUIBHON KaTapakTe, pa3BHuBaromieiics B Bo3pacte 20-50 et [24,
25].

INanakrozemus 111 Tuma (MIM 230350) BcTpeuaeTcss HCKITFOUUTEIBLHO PEIKO, YacTOTa €¢
TOYHO Hen3BecTHA. Beimenstor 2 knmuandeckue ¢popmbl I'AJI 111, cBsi3aHHBIE C HETOCTATOYHOCTHIO
["'AJID: no6pokavecTBEHHYIO (M30JIMPOBAHHYIO) U TSDKETYIO (reHepain30BaHHy0). KnmmHuveckue
IPOSIBJIICHUS TIPU JOOPOKAYECTBEHHOM (pOpMe MOTYT OTCYTCTBOBATH, M 3a00JIEBaHUE BBISBISIETCS
CIIy4aifHO Tipu OOHApYKEHUM IOBBHIIICHHOTO YPOBHS TaJIaKTO3bl B KPOBH (TIPU MPOBEICHUU
CKPUHHUHTA HOBOPOKJIEHHBIX, OMOXMMHUYECKOM aHAINU3€ KPOBH U Ap.). OTHaKO KaTaAMHECTUYECKUE
HAOJII0/IEHUS TIOKA3bIBAIOT, YTO Y YACTH JIETEHl B MOCIEYIOIIEM UMEIOTCS HapyIIEHUSI MOTOPHBIX
¢yHkuuii u peueBoro pasButus. lIpm Tshxenmoil ¢dopme 3a0o0jeBaHHS HAYaIbHBIE CHMITTOMBI
UMEIOT CXOJICTBO C KJIACCUYECKOW rajlakTO3eMHUEH, BKIIIOYAs KEJITYXy, IelaTOMETaluio, pBOTY,
MBIIIEYHYIO TUTIOTOHUIO, 33I€PKKY (DU3HMUECKOTO/TICUXOMOTOPHOTO pa3BUTHs. B mocnenyromem
Habo1aeTcs cruieHoMmeranus. HecMoTpst Ha paHHee pacrio3HaBaHue 3a00JIeBaHUs U BKIIIOUEHUS
JTUETUYECKOTO JICUCHMs, 4uepe3 2-3 roja HEepeaKo OOHAPYKMBAIOTCS OTUETIMBAs 3a/JCpiKKA
IICUXOMOTOPHOI'O Pa3BUTHUS U HEHPOCEHCOpPHAsi TYroyxocTh. HekoTopble MalueHThl COCTaBISIOT
TpyNIy pHCKa MO Pa3BUTHIO KaTapakThl. J[eTH ¢ M30IMPOBaHHON (OpPMOIl OOBIYHO OCTAIOTCS
KIIMHUYECKH 3/I0POBBIMH JJa)kKe HAa OOBIYHOM MOJIOYHOW JMETE U MOTYT OBITh BBISBIEHBI TOJIBKO
IPY MaCCOBOM CKPHUHHMHTE HOBOPOXKICHHBIX [20].

OnucaHn OIMH CEeMEWHBIM cilydail TsDKEIoM TpOMOOLMTOINEHUH, ACCOLMHUPOBAHHBIN C

aTOTeHHBIMU BapranTaMu B rene GALE [26].

2. InarsHocTuka 3a001eBaHUs WJIH COCTOSIHMA (TpyNnbI 3a00/1eBaHUI MM
COCTOSTHMI), MEAMIIMHCKHE NTOKA3aHUS M IPOTHBONOKA3aHUS K IPUMEHEHHIO

METOA0B TUATHOCTUKH
Kpumepusimu yemanoenenus ouaznosza I'AJI sensomes nosvluenue yposHs 2aiakmossl 6
Kposu, cHudcenue axmusHocmu epmenma T'AJIT (Ons eanakmosemuu 1 muna), evisigieHue
NAMO2EHHBIX BAPUAHMOE 8 KOMNAYHO-2eMmepO3U2OMHOM/20MO3USOMHOM COCMOSHUU 6 2eHAX
GALT (I mun), GALK1 (2 mun) uau GALE (3 mun).
B Poccuiickoii @edepayuu npogooumsCsi HEOHAMANbHbIN CKPUHUHE HA 2ANAKMO3EMUIO U

MHoOcue ciydau 3abonesanus mozcym ObIMb BbIAGNCHbL HA OOKIUHUYECKOU CIAOUl.

2.1 7)Ka100L1 1 aHAMHE3

Ilpu coope anammesza u xHcanod pekoMeHOO8AHO 0OpaAMumMb BHUMAHUE HA Cledyioujue
HCaAnOObL U AHAMHECTUYEeCKUue COObIMuU.

B nr060om 603pacme
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—  OMsA2OWEHHbIU CeMelHbIl aHaMHe3 (CX00Hble cyyau 3a001e6aHus y poOHbIX Opamves u
cecmep),;
—  OIU3KOPOOCMBEHHbILL OPAK.

Mnaoenywvi nepgulx mecayes HCusHu:

—  @s10€e cocaHue, OmKas om epyou;

— naoxas npubaska 6 sece;

— peoma;

—  Ouapes;

—  oicenmyxa;

—  ygenuueHue pasmepos nevenu;

—  eemoppazuyeckuti CuHOpom (kpogomouueocms uz mecm unvexyutl, JKKT kposomeuenus u
opyeue);

—  COHAUBOCMb,

—  ea10Cmb;

—  nosvlueHHas 6030y0UMOCMb;

—  sblOyXaHUe OOBLUL02O POOHUYKA.

Kanobwr u anamues maxorce onucanwl epa3<)efze 1.6 «kaunuyeckas KapmuHa».

2.2 duzukajabHoe 00cae10BAHHE

B nepesvie 7 oneii orcuznu y nayuenmos ¢ I'AJI |, gvisignenHbIX npu nposedeHuu maccogozo
CKpUHUH2A, KIUHUYECKUe CUMNMOMbL Mo2ym omcymcmeosams. (QOHAKo 6cmpedaromcs
@yromunamuvie ghopmul 3a601€6aHUs U NEPEble CUMNIMOMbL MO2YM NOABUMbCA HA 3-4 cymKu
JACU3HU, euje 00 NOTYYeHUs Pe3YIbMAmos meCmuposaHus.

Ipu guzuxanvrom obcnedosanuu mo2ym 6vims GblAGIEHbL:

—  CHUdiCeHue Maccevl meua,

—  uKkmepuuHocmo (pedice O1eOHOCMb) KOWCHBIX NOKPOBOE;

— yeenuuenue 06vema HHueoma,

—  2enamo- unu 2enamocnieHoMe2anus;

— eeMoppazuiecKkuil CUHOPOM,

—  He8poNo2UYeCcKas CUMNMOMAMUKA - CUHOPOM Y2HeMeHUs, pedce 8030VHCOeHUsl, NPUSHAKU

BHYMPUYEPENHOU SUNEPMEHZUU.

B mex cnyuasx, kozoa npogedeHue CKPUHUHS0B020 UCCIe008AHUS NO KAKUM-TUOO
APUYUHAM OKA3ANI0OCL HEBO3MONCHBIM UMU pe3yIbMmamsl He Obliu NOIYYeHbl, HeoOX0OUMO
uckntouamuv I'AJI, ecnu y nayuenma ecmuv cieoyowjue KIuHU4ecKue nposieieHus.

- couemanue Jcenmyxu U cemoppacuieckoco CqupOMCl 6 nepevle 2 neoenu HCU3HU,
12



- NPUBHAKU NeYeHOYHO-KIeMOYHOU HeOOCMamoyHOCmu

- nossleHUe KamapaKxmol 8 paHHem 803pacme, 0COOEHHO HA NEPEOM 200V HCUZHU,

- cencuc y OOHOWEHHO020 HOBOPOHCOEHHO020, bl38anHblll E.coli;

- coyemawnue 3a0epicKU NpubAeKU 6 macce meld, Y8eIUYeHUs pPA3Mepos nedeHu,
MbIUUEYHOU 2UNOMOHUU, 3A0EPHCKU MOMOPHO20 pPA3BUMUS U KAmapakmel y Oemell paHHe20

eozpacma.

2.3 JlabopaTopHbIe IMATHOCTHYECKHE HCCIeI0BAHNS

Jlabopamopnas ouacnocmuxka npu HeOHAMAIbHOM CKPUHUHee BKIIOYAem OnpeoeieHue 8
CYXOM NAmMHe KPO8U KOHYEHMpayuu ooweli 2aiakmosvl, npu Noi0#CUMeIbHOM pe3yivmame —
onpedenenue axmusnocmu gepmenma I'AJIT u mymayuii ¢ cene GALT («uccredosanue ypoems
2anaKmo3svl 8 KpoBu», «KOMNJIEKC UCCAeQ08aHull Oisi OUACHOCMUKU 2anakmoszemuuy). Ecau
OUACHOCMUKA NPOBOOUMCSL Y NAYUEHMA C YIHCE BbIAGNEHHbIMU KIUHUYECKUMU CUMRIMOMAMU, HA
@one ouemomepanuu, uH@y3UOHHOU Mepanuu, MaAKMUKA 1a00PAMOPHO20 UCCAEO0BAHUSL MOIHCEM
sxaowams onpeoenenue axmusnocmu Gepmenma IAJT unu moavko nposedenue JIHK-
ouaznocmuxu. Ilocne ucknrouenusn I'AJI | y nayuenmog ¢ 8bicokum ypoguem 2aiakmo3sul cieoyem
nPOBOOUMb UCCIEe008AHUSA OISl UCKTIIOUeHUst Opyeux gpopm I'AJL.

HUccneoosanue akxmusnocmu I'AJIT ne cnedyem nposooums 6 meuenue 1 mecaya nocie
nepenusanus 3pumpoyumapHoll Maccvl m.K. UCCIe008aHue QepmeHma ocyuwecmensemcs 6

apumpoyumax.

Pexomenayercsi MpOBEJICHUE HEOHATAIBHOTO CKPUHUHTA HA HACJICICTBEHHBIC 3a00JICBAHUS
BCEM HOBOPOKICHHBIM IS BBISIBICHUS HACJICICTBCHHBIX HapyIICHW MeTaboIn3Ma
rajgaktossi [1-7].

YpoBenb yoOeautejibHocTH pexkoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrapuu: 6 coomeemcmsuu c npuxazom Munzopasa Poccuu Ne 274u om
21.04.2022 200a «O6 ymeepocoenuu Ilopsoxa oxazanus MeOUYUHCKOU NOMOWU
NAYueHmam ¢ 8POAHCOEHHbIMU U (UNU) HACIeOCMEEHHbIMU 3a00ne8anusmMuy, 6 Poccutickoi
Dedepayuu Maccosvili HEOHAMATbHBIN CKPUHUHE HA 2ATIAKMO3EMUI0 NPOU3BOOAM depe3 3
yaca nocie KopmieHus 8 gozpacme 24-48 yacos sHcuznu y OOHOUWEHHO020 U HA 7-e CYMKU
(144-168 uacos) srcusnu y nedonowennozo. Obpazey Kposu (HeCKOIbKO Kaneib) 6epym u3
NAMKU HOBOPOICOEHHO20 HA CNEYUANbHbIU unbmposanbHulil mecm-onaux. Ilpu nomowu
PyopecyeHmuoco Memooa 8 NAMHAX BbICYULEHHOU KPOBU NPOBOOSIM OnpedeieHue YPOGHS.

momanvrou 2anakmosvl (03.E04.01.005.000 Hccnedosanue 2anakmosvt 6 CyXom nsimue
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KpO8U), KOMOpblil Rpedcmagisnen coool CymMmy KOHYEHMpPayuu 2aiaKmo3vl U 2aiakmo3o-
1-pocpama. Oyenxa pezynomamoe neonamanvrozo ckpununea Ha I'AJI npedcmasnensi 6

Tpunoocenuu I'l.

PexoMeHyeTcst UCCIE0BAaHNE YPOBHS I'ajaKToO3bl B KpoBH (IIPH HEOHATAILHOM CKPHHUHIE
W/WIA TIPH YCTAHOBJIEHWHM IUAarHo3a, W/WiM I[pU IUCIAHCEPHOM HAOJIOJEHHUH) BCEM
HOBOPOK/ICHHBIM ~ W/WJIM  TAalMeHTaM ¢  KJIMHAYECKHMMH  OpPU3HAKaMH  W/HJIH
MOATBEPKACHHBIM auaruo3oM ['AJl aisi JWarHOCTHKH HACICACTBEHHBIX HapyIICHHIA
MeTaboJI3Ma TajaKTo3bl/ KOHTPOJS COCTOSHUS M JICYEHHsS IPU IIOATBEPIKIEHHOM
muarnose [1-11, 27, 28].

YpoBeHb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeILCTB —4)

PexoMeHayeTcsi KOMIUIEKC HCCIEJOBAHWMN ISl JMAarHOCTHKH TaJlakTo3eMHuH  (IIpH
YCTAHOBJICHHM JIMarHo3a W/WJIM TPU CHU)KCHUU AKTUBHOCTH (EpMEHTa rajiakro30-1-
docharypununrpanchepaspl) BCeM NalMEHTaM INPU BBISBICHUU YPOBHS TOTAJIbHOMN
rajJjaKTo3bl BBIIIE YpOBHs oTpe3Hoi Touku (Cut-off) [8, 9, 10, 11, 27, 28].

YpoBenb yOeauTeqbHOCTH pexkoMmenaaumii — C (YpoBeHb J0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrapmii: noomeepocoarowas ouacHocmuxa Ha nepeom smane GKIOUAEN
onpeodenenue akmusnocmu pepmenma I'AJIT [8, 9, 10, 11, 27, 28]. Ompesuvie mouxu npu
onpeoeneHuu ypoeHs MOMAIbHOU 2AlAKMO3bl 8 PA3HLIX CIPAHAX 8apbupyiom om 7 00
20 me/0n. B P® nem ooxkymenma, peznamenmupyiouje2o Kpumuieckue 3Ha4eHusi 3mozo
nokazamens. Kasicoas nabopamopus 0ondxicHa ycmanoeums ¢80t cOOCMEeH bl paboyui
OUanazoH U Nopocosvill ypogenb 3moeo nokaszamens. OnpedeneHue aKMUBHOCIU
pepmenma I'AJIT nposooumcs 6 s3pumpoyumax, NOAYYEHHbIX U3 2eNnapUHU3UPOBAHHOU
YenbHOU KPO8U Ul 8 NAMHAX 8biCYuleHHoU Kposu. Y nayuenmog ¢ I'AJI |, komopwim OvLn0
npoeedeno nepenuganue spumpoyumapuol maccul, axmusnocms IAJIT coxpansemcs
meyeHue 4 mecsayes nociie neperusans, 4mo s81aemcs NPULUHOU T0OHCHOOMPUYAMENTbHBIX
pesynibmamos. Pepepenchule snauenus onpedensiiomes Habopom npoussooumens [27].
Depmenm T'AJIT cmabunen 6 yenvHou kposu, xpauawetics  xonroounvuuxe (+4 ° C) uiu
npu KOMHAMHOU memnepamype 6 meuenue 2 Hedellb, 0OHAKO CYWecm8yrom onpeoeneHHble
HYKI1eOmuoHble 8apuanmol, 8 mom uucie u eapuaum /{yapme (p.N314D), npu naruuuu
KOmMopuvlx obpasyemcs 6oliee mepMoIadOUIbHbll 00K NO CPAGHEHUI0 C HOPMOLL, YMO
MOJHCEM NPUBOOUMD K JLOHCHONOIONCUMETbHBIM pe3yTbmamam mecmuposanus [28].
Cruorcenue akmusnocmu I'AJIT na <10% om nopmbl 00b14HO A6715€MCA OUASHOCMUYECKUM

npuznakom kaiaccuveckou eanakmozemuu (Ilpunoscenue I'l). Axmusnocmv I'AJIT
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nayuenmog ¢ eanakmoszemuetl [{yapme (GID) cocmasnsiem npumepro 25% om xonmpons,
8 Mo épemst Kak akmueHocms cemeposucom 015 kiaccuyeckou I'AJI (GIN), comoszueom no
sapuanmy Hyapme (D2/D2) unu I'AJI ¢ sapuanmom LA (D1/G) cocmasnsem npumepro
50% om Hopmanvuoi akmusHocmu. I'emepozucomel no annento Jyapme (D2) obvruno
obnaoarom 75% HOpManvHOU GepmeHmamueHol aKmMueHOCMuU U He 8ce20a MO2Ym
OMIAUUAMBCS OM HOPMATLHLIX KOHMPOEU Uiy Hocumenel UCKIIOYUMENbHO HA OCHOBe
axmuenocmu Gepmenma. Hocumenu eapuanma Jloc-Anoocenec, LA (D1) obradaiom
GepmenmamusHoOU aKMUEHOCIBIO OM HOPMAILHOU 00 C8EPXHOPMATHOU.

s onpedenenus akmusnocmu gepmenmos I'AJIK u I'AJID ouaenocmuueckue mecm-
cucmemvl He 3apecUCmpuposamvl, UX USMEPEHUe B03MONCHO 6 YCI0BUAX HAYUHO-
ouazHOCMuYecKux 1abopamoputl.

B cysae KDaﬁHe BbICOKUX 3HAYECHUL 2A/IAKMO3bl He Cﬂedvem 002icUdamuvces pemecma ujiu

noomeepacoaruel OUAZHOCIMUKIU U cPA3Y OMMEHUMb MOJOYHble NPOOYKMbL (CM. pazodei

«Jleuenuey)

Pexomennyercs onpeneneHue Mytanuii B rene GALT B kKpoBH/ CyXOM MATHE KPOBU METOJIOM
MOJIMMEPAa3HOM ENMHOW peakIHu B PEKHUME PEaTbHOTO BPEMEHH W/WIIU OIpeleleHHe
BapUaHTOB T'€HOB B 0Opa3lie OMOJIOrMYECKOro Marepuana JAPYyroM HJIM HEYTOUHEHHOM,
HEKJIaCCU(UIIMPOBAaHHBIE B JPYrUX pyOpHKax, METOJOM ceKkBeHHpoBaHMs Mo CeHrepy
(mouck matoreHHbIXx BapuaHToB B reHax GALT, GALK1, GALE) Bcem mnammeHtam co
CHIKEHHOH aKTHBHOCTBIO (p€pMEHTa W/WIM C BBICOKUM YPOBHEM TajaKTO3bl C ILIEJIbIO
MOJICKYJISIPHO-TEHETHUECKOT0 OATBepakAeHus auarno3a ['AJI [7, 15].

YpoBenb yoOeautesbHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

Kommenrtapmii: noomeseporcoarowas /[HK-0ouacnocmuka xnaccuueckoui I'AJI exnouaem
06a smana. 1) ckpunune na Haubonee yuacmole mymayuu 6 cene GALT u eapuanm /[yapme;
2) noawuwvlli amanus 2eHa MemoooM HPAMO20 ABMOMAMUYECKO20 CEeKBEHUPOBAHUS O/
gviaeneHuss Oonee peoxux mymayuu. Ha nepsom smane wnaubonee yenecoodpasHo
npogederue noucka credyrowux mymayuti 6 2ene GALT: p.GIn188A4rg, p.Lys285Asn, IVS3-
2a->c, p.Met142Lys, p.Leu358Pro, cocmasnaiowue 8 cogoxynnocmu 82,1% mymanmuulx
anneneu 8 poccutickou nonyaayuu, u p.Asn314Asp (N3 14D, eapuanm [[yapme). Aneopumm
ouaenocmuxu I'AJI I npedocmasnen 6 [lpunoscenuu I 1.

Ipu nanuuuu y pebenxa knunuueckux nposgienui I'AJI | ¢ gvicokum ypoguem eanakmosol

8 Kposu u HopmanbHou akmuenocmovio pepmenma I'AJIT nposooumces nouck mymayui 8
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eene GALE, «xooupyrwowem @gepmenm  ypuounougocgham-earaxmoso-4-snumepasy

(I'AJID), ons ucknrouenus eanakmosemuu Il muna u eena GALK, ons ucknouenust I'AJT 1.

Pexkomenayercsi BceM TAIlMeHTaM C TIOJO3PCHHEM Ha TaJaKTO3EeMHUI0 H B IpoIecce
JUHAMHYECKOTO HaONIO/IEHUs TMPOBOAUTH OOWMH (KIMHUYECKUN) aHaIU3 KPOBH
pa3BEPHYTHIH ¢ IeIBI0 KOHTPOJIA mokasatenei [1, 7, 31, 32, 33].

YpoBennb y0enuTeJbHOCTH pexkoMengamuii — C (ypoBeHb J0CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KommenTapuu: wunecmompss na omcymcmeue cneyughuueckux uzmenenui, Oowuil
(KIUHUYeCKull) aHanu3 Kposu pa3eepHymuvlil NPOBOOUMCS NAYUEHMAM C 2aiaKkmo3emuel
npu OuacHoCmuKe U 8 npoyecce OUHAMUYECKO20 HAONIOO0EHUsl 8 C653U C NOBbIUEHHOL
Yyacmomou UHeKYUOHHBIX OCL0HCHeHUll. Yacmoma KoHmpo.ia 6 OUHAMUKE ONPedensiemcsl

UHOUBUOYATILHO, He pedce | pasza 6 200.

PexoMenayercsi BceM TMalMeHTaM C KIWMHUYECKOW KAPTUHOW TallaKTO3EeMHUU OOIIUi
(KTMHUYECKUI) aHAI3 MOYM, WCCIICIOBAHUE YpPOBHS KalblUg B MOYE, MCCIEAOBAHHUE
YPOBHSI HATpHs B MOYE, UCCIIEJOBAHUE YPOBHS LIUTPATOB, OKCAJIATOB B MOYE, ONPEIEICHUE
KOHIIEHTPAllMU BOAOPOAHBIX HOHOB (pH) Moum, ompeneneHue yaeNbHOTO Beca
(OTHOCHTEIBHOM IJIOTHOCTH) MOYH C IIEJIbIO OLIEHKH (PYHKIIMOHAIBHOTO COCTOSIHUS TIOUEK
¥ CBOCBPEMEHHOM THarHOCTUKU GpopmupoBanus koHkpemenTos [30, 31, 48].

YpoBenb yOeaureqbHOCTHM PpexkoMeHganmid - C  (YpoBeHb [0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KommenTapuu: y psoa nayuenmos, nonyyaowux ouemomepanuio cMecimu Ha OCHOGe
cou, Habmodaemcs HapyuieHue padomvl NOYEK, HOBLIUEHUE COOEPHCaAHU COoTlell

oKcanamoe 6 moue.

PexoMeHayercsi BCeM TAalMEHTaM C KJIMHUYECKUMHU TposiBicHUsMU ['AJl ans oueHKu
(GYHKIIMOHATBLHOTO COCTOSIHHSI BHYTPEHHUX OPTaHOB W HYTPHUTHBHOI'O CTaTyca MaleHTa
aHaJIN3 KPOBU OMOXUMHUYECKUI OOIIEeTEpaneBTHUCCKUM MPU TIEPBUYHON THATHOCTHKE U B
nporiecce JMHaAMHUecKoro HabmoaeHus [6, 7, 15, 29-35].

YpoBenb yOeaureJbHOCTHM PpexkoMeHgaumid - C (YpoBeHb [0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

KomMmeHnTapum: neobxooumvle nokazamenu  OUOXUMUYECKO20 — AHAIU3A  KPOBU:
ucciedosanue YposHs 2roKo3bl, 00we20 benxa, 6eiKosvix Gpakyuti (Ucciedosanue YposHs
anbOymMunHa 6 Kposu, onpeoeienue aibOYMUuH/2n00yIuH08020 OMHOWEHUS), 00We2o,

CB0O00H020 U CBA3AHH020 OUNUPYOUHA KPeamuHUHAd, MOYEBUHbl, KAlbYus o0we2o u
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UOHUBUPOBAHHO20, HAMPUs, KAus, Heop2aHuueckoz2o ¢hocgopa, eppumuna é Kposu,
onpeoenerue aKMUHOCMU AIAHUHAMUHOMPAHCHEPA3bl, ACNApMAamamMuHOMpanc@epasol,
wenounotl pocghamasvl, 2amma-2rymamuimpaHcnenmuoasvl 8 Kposu,.

B césa3u ¢ mem, umo npu nopasxcenuu neyeHu Hapyuiaemcs 0OMeH JUnuo08 npo8oosImcs
makoice  UCCIe008aHUsI  YPOBHell  XOJeCMepuHd,  mpueiuyepuoos,  Xoiecmepund

JIUNONPOMEUO08 HU3KOU U BbICOKOU NIOMHOCIU (UCCIe008AHUE YPOBHS TUNONPOMEUHO8 8

kposu) [50].

PexoMeHayeTcsi KOHTPOJIb KOAryjaorpamMmbl (OpUEHTHPOBOYHOTO HCCIICIOBAHHE CHUCTEMBI
reMocra3a) MamueHTaM ¢ KIMHWYeCKMMHU mposiBieHusmu  [AJl  qis oneHku
(GYHKIIMOHATBLHOTO COCTOSHUS MMEYCHN M CBEPTHIBAIOIIEH crcTeMbl KpoBH [6, 15, 29].
YpoBeHb yOeauTeqbHOCTH pexoMeHaamuidi - C (YpoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenrTapuu: neobxooumsie nokazamenu  koaeynoepammuvl. AYTB, MHO,

npompoMOUHo8oe 8pems, hubpuHO2eH.

Pexomenayertcs onpenencare C-peakTHBHOTO O€JIKa B CBIBOPOTKE KPOBH, MTPOKATBIIUTOHHHA,
KHCIIOTHO-OCHOBHOTO COCTOSIHUSI M Ta30B KpPOBM MAllMEHTaM C KIMHUYECKHUMHU
nposiBieHussME ['AJI ¢ 11e/1bI0 AUArHOCTHKH CENTHYECKUX COCTOstHuUM [39, 40, 41].
YpoBenb ybOenutreJbHOCTH PpekoMmengauuid - C (YpoBeHb [10CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

KommenTapum: cencuc, obycrosnennwiti E.COlI sensemess o0num us wacmuix u cepvesnvix

OCJIOHCHEHULL npu cajiaKkmosemuu.

Pexomennyercs MalMeHTaM C  KIMHUYECKOM  KapTUHOM  TaJaKTO3EMUU A
muddepennmanbon  auarHoctuku  ['AJl  ompeznenenne  akKTUBHOCTH — anbda-1-
AQHTUTPUTICUHA B KPOBU NSl HCKIIOYECHUS Jeduruta anbda-l-aHTUTPUTICHHA W JUIS
UCKITIOUEHHS 3a00JIeBaHUN, COMPOBOXKIAIONINXCS Tpordeparueil KeTIyHbIX MPOTOKOB;
WCCTIEI0BAaHUE aMUHOKHCIOT W allWJIKAPHUTUHOB B KPOBHM METOJOM TaHAEMHOW Macc-
CHIEKTPOMETPHH V11 MCKIIOYCHUS HAPYIICHHH OOMEHa aMHHOKHCIIOT, OPTaHHMYECKHX
KHUCIIOT W HapylIeHUu! B-OKHCIeHHsI JKUPHBIX KHCIOT; UCCIEIOBAHUE YPOBHS aMMHaKa B
KPOBH JIJIs1 UCKJIFOUCHHSI HApYIIICHHUH ITUKIIa MOYeBHUHBI [2, 41, 42, 51].

YpoBenb yOenurteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH
0KA3aTeJbCTB — 4)
KommenTapuu: «  3abonesanusm, ¢  KOMOPubIMU — HEOOXOOUMO  NPOBOOUMDb

oughghepernyuanvHyro OUaACHOCMUKY OMHOCAMCSL:
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- Oeuyum anvgpa-l-anmumpuncuna (011 uUCKIOYeHUs onpedensemcs anvpa-1-
AHMUMPUNCUH 8 KPOBIL)

- 3a601e8aHUs U3 PYNNbl HAPYUWIEHUS YUKIA MOYeBUHbl, Yumpyiunemuu 2 muna u
HapyuleHusl 6-0KUCICHUS ICUPHBIX KUCTOM U Op. (0151 UCKIIOUEHUSL ONPeOeNsiemcsi CNeKmp
AMUHOKUCTIOM U AYUIKAPHUMUHO8, d MAKdice YpoeHs ammuaka 6 kposu). Cnedyem c
OCMOPOACHOCMBIO OMHOCUMCS K UHMEPNpemayuu pe3yibmamos aHaiu3a AMUHOKUCION,
NOCKONILKY NOBblUleHUe VDOBHS Qenunananuna, MuposuHa U MeMUOHUHA YACO
HaO00aemcs npu 3a601e6AHUSX, CONPOBOANCOAIOUUXCSL MANCETLIM NOPANCEHUEM NEeUeHU.
- muposunemuss mun 1 (011 ucknouenus nposooumcs 03.E04.01.003.032 uccredosarnue
AMUHOKUCTIOM U AYUIKAPHUMUHOS 8 KPOBU MeMOOOM MAHOEMHOU MACC-CReKMPOoMempuu
u/ umu 03.E04.01.006.032 uccnedosanue CYKYUHUIAYEemMoHa 6 CYXOM NsimHe Kposu
MeMmoOOM MAHOEMHOU MACC-CReKMPOMEMPUN);

- 8POJICOEHHbLE HAPYULEHUS CUHME3A JCEIYHBIX KUCTONT,

- MUMOXOHOpUANbHble 2enamonamuu (0751 UCKIIOUEHUs NPOBOOUMCS UCCLe008aHUe
KUCTIOMHO-0CHOBHO20 COCOSIHUSL U 24308 KPOBU, YPOBEHb MOLOYHOU KUCIOMbL 8 KPOBU);

- nepokcucomuvle Oone3nu (051 UCKIIOUEHUS ONPedessliomcst O4eHb ONUHHOYENOYeUHble
JHCUPHBIE KUCTOMBL 8 KPOBU),

- TORCH unghexyuu u supycnvie cenamumuol (015 UCKIIOUEHUSL NPOBOOUMCSL 00CIe008aHUe
na TORCH unghexyuu u mapkepol 6UpyCHbIX 2enamumaos);

- NOPOKU U/UNU AHOMATIUU PA3BUMUSL JHCETYHOU cucmembl (01 UCKTIIOYEHUSI NPOBOOUMCS
V3U scenunozo ny3vips HAmMowax u Opyeux opearos OPIoutHou noJIoCcmiL);

- 8DOJCOEHHble AHOMAIUU NOPMANLHOU Ccucmemvl (01 UCKIIOYEeHUs NPOBOOUMCS]
oonnepocpaghusi NOPMAIbLHOU CUCTEMDL);

- HacreocmeeHHvle 3a001e8aHUs, NPOAGISAIOWUECS XOAeCma3om (ONisi  UCKTIOYEHUs.
NPOBOOSIM MONEKYISIPHO-2EHEMULECKOE UCCIe008AHUE NO 2EHEMUYECKUM NAHENSM).
Buibop uccnedosanuti u ux obvem onpeoensemcs KIUHUYECKOU cumyayuel 6

UHOUBUOYATILHOM NOPsiOKe.

2.4 HNHCTpYMEHTAJIbHbIE THATHOCTHYECKHE NCCAET0BAHNA

Pexkomenayercsi mpoBeeHHE YIBTPA3BYKOBOE HCCIEAOBAHUE OPraHOB OPIOIIHOW MOJOCTH
(KOMIIJIEKCHOE), YIbTPAa3BYKOBOE HCCIICIOBAHME TIO0YEK W HAAMOYEYHUKOB BCEM
MalMeHTaM ¢ KIMHUYeCKUMH npusHakaMu ['AJl unu ¢ yctaHoBieHHbIM auardo3om ['AJl

NIPU MacCOBOM CKPUHHHTE JIJIsl BBISIBJICHUS TeMaTo-, CINICHO- U HepoMeranuu, aciura [1,

2,15].
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YpoBeHb yOenuteJbHOCTH PpexkoMeHgauuidi - C  (YypoBeHb JOCTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KomMmeHTapumu: 011 oyenku Kpo8omoKa 8 pamKkax YAbmMpazeyKo8020 UCCIe008AHUS
npoBOOAMCS MaKdce 0Onniepopaghus cocyoos neuenu, ceieseHku, nowex (Hyniexcrhoe
CKauuposauue cocy0oe neuyeHu, [[yniekcHoe CKaHUpOBaHue CcoCyo008 Cele3eHKU,
Jynnexchoe ckanuposanue HudiCHell Noaou U noYeunvix 6eH, /[yniekcnoe cCKanuposauue

apmeputil noyex)

Pexomenayercsi npoBesieHHe OPTAIBMOCKOIIMU C HCHOJIB30BAHUEM IIEJICBOM JIAMITBI BCEM
HAlUCHTaM C YCTaHOBJICHHBIM qrarHo3oM ["AJI [uist BBISIBJICHUS KaTapaKThl H/UITH IPYToi
MaTOJIOTHH 3PUTEIILHOTO aHanmu3aropa [1, 2].

YpoBenb yoOeautedbHocTH pexkoMeHaanumii - C  (YpoBeHb [I0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KoMMeHTapun: kamapakma nosigisiemcst y NayueHmos, e noIyYaruux Ouenomepanur
8 nepevle Hedenu HCU3HU, KAK NPABULo, OHA MOdCem Obimb 0OHAPYICEHA MObKO NpU

ocmompe ¢ NOMOULbo u;eﬂeeoﬁ JaAmMnbl.

2.5 UHble 1TMarHocTHYecKne MCCJae10BAHNSA

Pexomenayercst mpuem (OCMOTp, KOHCYNbTallusl) Bpada-TeHETHKA NEPBUYHBIN (TIpu
YCTaHOBJICHUU JMArH03a) BCEM Mal[ieHTaM ¢ IpeanoiaraeMpiM quarao3om 'AJI ¢ niemnbio
g depeHINaTbHON TUArHOCTUKH, ONPEIEICHNs TAKTUKH MOJIEKYISPHO-TEHETUYECKOTO
obcnemoBanust [15].

YpoBenb yOeaureJbHOCTH PpexkoMeHganmid - C  (YpoBeHb [0CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

Pexomenayercsi ipueM (OCMOTp, KOHCYJIbTAIIMsA) Bpaya-TeHETHKA TEPBUYHBIA M TTOBTOPHBIN
BCEM MallMeHTaM C MpearoaaraeMbIM U/ UM HOATBEpKIeHHBIM quarno3oM I'AJI ¢ nensio
npoBefeHuss  TudQepeHnaTbHON  TUAarHOCTUKM,  WHTEPHpETallMd  Pe3yJbTaToB
MOJIEKYJISIPHO-TEHETUYECKOH TMAarHOCTHKH, Ha3HAYeHHs] U KOPPEKIHMU JUeTOTeparui,
OCYILIECTBJICHUSI KOHTPOJISL 32 aJ€KBATHOCTHIO €€ BBIMOJIHEHMS, METUKO-TEHETHUYECKOTO
KOHCYJIbTHpOBaHus [15].

YpoBenb yOeaureqbHOCTHM PpexkoMengaumid - C  (YpoBeHb [0CTOBEPHOCTH
0KA3aTeJbCTB — 5)
KommenTapuu: koncyroemayus no 6onpocam numaHus npo8oouUmcst 8pavom-ouenono2om

npu OocmynHocmu O0aHHO20 cneyuaiucma. Taxoce 6 CHydasix KIUHU4YeCKux u
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1a6OpamopHbIX OAHHBIX, YKA3bIBAIOWUX HA 3abonesanue u/uiy nocie MNoay4eHus
Pe3VIbMAmo8 MAcco8020 CKPUHUHSA, CEUOEMENbCMBYIOWUX O 2ANAKMO3eMUU, HASHAYUMb
ouemomepanuio OO0JIHCEH 8pAY-HEOHAMON02 UU 8pay-neouamp/spay ooujeti npaKmuxu

(cemetinblil 8pau,).

Pexomenayercsi mpueM (OCMOTp, KOHCYJIbTAlMs) Bpava-o(TaabMoyiora MEPBUYHBIA U
IIOBTOPHBIN NAIIUEHTaM C YCTAaHOBJIEHHBIM uarHo3oM I'AJ] u npy HanMuuu KIMHUYECKUX
CUMITOMOB, yKkasbiBatomux Ha ['AJl, ¢ Lenbr0 BBIABICHMS HapylIEHUW  3pEHUS U
KarapakTsl [7].

YpoBenb yOeaureJbHOCTH PpexkoMeHgaumid - C  (YpoBeHb [0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

Pexomenayercsi npueM (OCMOTp, KOHCYJIbTAIMsI) Bpaya-HEBPOJIOTa EPBUYHBINA 1 IOBTOPHBIH
C 1LENbI0 BBIABJICHHS HapylleHUHs (GYHKIMHA HEPBHOW CHUCTEMBbI MAalMEHTaM C
YCTaHOBJIGHHbIM JuarHozoM ['AJl ¥ 1pu HaIMYMM KIMHUYECKUX CHMITOMOB,
ykasbiBaromux Ha ['AJ], a Takoke KOPPEKIIMU U KOHTPOJIS Teparuu [7].

YpoBenb yoOeaurTedbHocTH pexkoMenaanmii - C  (YpoBeHb [I0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

Pexomenayercsi mpueM (OCMOTp, KOHCYINBTAIlMsI) Bpada-leauarpa/Bpada-TepareBra/Bpaya
oOmiel mpakTUKKW (CeMEHHOro Bpaya) NEPBUYHBI W TOBTOPHBIM MalMEHTaM C
YCTaHOBJIEHHBIM JHarHo3oM ['AJl ¢ 1enpio OLeHKH OOIIEero COCTOSHUSI, HYyTPUTHUBHOTO
cTaryca M JUarHOCTUKW/TEpanuH OCIOXXKHEHWMH, B T.4. MH(EKIMOHHBIX, MAallUEHTaM C
yCTaHOBJIEHHbIM JuarHo3oM ['AJl u mnpum HaIWyuMM KIMHUYECKUX CHUMIITOMOB,
ykasbiBaromux Ha ['AJI [15].

YpoBenb yOeaurteqabHocTH pexoMeHaauuid - C (ypoBeHb [0CTOBEPHOCTH

0KA3aTeJbCTB — 5)

Pexomenayercsi mpuemM (OCMOTp, KOHCYJBTAllMsl) Bpaya-racTpOIHTEPOJIOTra MEPBHYHBIN U
MOBTOPHBIN MAIMEHTaM C YCTAHOBJIEHHBIM quarHo3oM ['AJI v npu HaTMUMK KIMHUYECKUX
CUMNTOMOB, yKa3bpiBatommx Ha ['AJl, ¢ menpio BbIsBIEHUS HapylleHus (QyHKUUN
KEJTy/I0YHO-KHUILEUHOTO TpakTa [43, 44].

YpoBenb yOeaureJbHOCTHM PpexkoMeHgauuid - C (YpoBeHb [0CTOBEPHOCTH

0KA3aTeJbCTB — 4)
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PexomenioBaHa rnpueM (0OCMOTp, KOHCYJIbTAIHs1) Bpada-AueToJIOra IEPBUYHBIA 1 TOBTOPHBIN
NalUEeHTaM € YCTaHOBJIEHHBIM auarHo3oM ['AJI wnu ¢ kimHudyeckumu npusHakamu ['AJl
ISl Ha3HAYCHHS ¥ KOppeKIuu nuerorepanuu [15, 29].

YpoBenb yOenuteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb JOCTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KomMmeHnTapum: 6 cnyuae omcymcmeus epaua-ouemonozd, Modicem Oblmb NposeoeH
npuem (ocmomp, KOHCYIbmMayus) epaia-eeHemuKka nepeudnslll u noemopHuii. Takoice 6
CYAAX KIUHUYECKUX U 1aO0pamophvlx OAHHbIX, YKA3bl8AOWUX Ha 3a001esanue u/uiu
nocne NONYYeHUus pe3yibmamos MACCO8020 CKPUHUHSA, CBUOEmeNbCmEVIOWUX o
2anaKmo3semMuu, HA3HAYUmMos OUemomepanulo O0NJICeH BPaAY-HeOHAMON02 UU 8pady-

neouamp.

PexomenoBaHa mpueM (OCMOTp, KOHCYJIbTAallUs) Bpadya-HEOHATOJOra MEPBHYHBIA U
MOBTOPHBIH, NMPHU HAIWYMU MOKA3aHUH, MAIlMEHTaM C YCTaHOBJIIEHHBIM auarHo3oMm ['AJl
WK ¢ KiuHudeckumu npusHakamu ['AJ] st konTpostst coctonus [15, 29, 53].

YpoBenb yOenuTeabHocTH pexoMengamuii - C (ypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KomMmenTapum: 6 ciyuasx KiuHuueckux u a1abopamopHuiX OAHHBIX, VKA3bIGAIOWUX HA
3abonesanue  u/unu  nOCle  NOAYHEHUs  Pe3YIbMAamos — MAcc08020  CKPUHUHZA,
C8UOEeMeNbCMBYIOWUX O 2aNAKMO3eMUU, HA3HAYUMb OUemomepanuio OO0JIdHCeH 6pay-
HeoHamonoe uu epay-neouamp. B nexomopwix cayuasx mooxcem nompebosamuvcs
€XHCeOHeBHbILL OCMOMP 8PAYOM-HEOHAMONI020M C HAONI00eHUuemM U YX000M CpeoHe20 U

Maaouezo MeauL{HHCKOZO nepcoxaia 6 omoeeHuu cmayuonapa.

PexoMeHnayercsi ydacThe B JMAarHOCTHKE W BEJACHMM IAlMEHTOB C TalakKTO3EMHCH
MYJIbTHIUCIMIIMHAPHON KOMaH/IbI CIICIIUAIUCTOB B CBSI3U C HAJIMYMEM Pa3HOOOpPAa3HBIX
KIIMHUYECKUX TIPOSIBJICHUI rajlakTo3eMun [45].

YpoBenb yOenurteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb JOCTOBEPHOCTH
0KA3aTeJbCTB — 4)

Kommenrapumu: mozym 6vims HeobXo0umvl npuem (0OcmMomp, KOHCYIbmayusi) eépayd-
Hegponoea/spaua-ypono2a/spaia-0emcko2o  ypono2a-aHoponioed — NEpeudHbull U
nOBMOpHble NPU 0OPA30BAHUU OKCANLAMHBIX MOYEBbIX KOHKPEMEHMOG C Yelblo mepanuu
OAHHO20 COCMOSIHUAL, 8PAYA-UHMEKYUOHUCIA, BPAYA-AHECMEe3UOL02A-DeAHUMAMON02d,
8paua- KIUHUYECK020 (hapmaxkonoea npu Hamuduu UHGEKYUOHHBIX, 8 M.4., CENMUYECKUX

OCIOJNCHEHUU, 6paua-IHOOKPUHONI02A/8pAUA-0emCKO20 IHOOKPUHOL02A/8paya-aKyulepa-
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2UHEKO0102a NPU HAPYUWEeHUU (DYHKYUOHUPOBAHUS HCEHCKOU penpoOyKMUBHOU CUCMEMDb,

MeaML;MHCKOZO ncuxojioeda, no2oneoa u 0p 8 3A8UCUMOCINU OM KIUHUYECKOU cumyayuu.

2.6 IluddepennuanbHas ITMArHOCTHKA

PexoMengoBaHo nanueHtaM ¢ KIMHMYeckuMu —cumnromamu  ['AJl mpoBeneHue
muddepeHInaTbHOM  AMArHOCTUKH € 3a00JeBaHUSMH, HMEIOIIUMH  CXOXKYIO
CHUMIITOMAaTUKY C II€JbI0 YCTAHOBJIGHUS [MAarHo3a W HAa3HAYEHHUS COOTBETCTBYIOLICH
Tepanuu [41].

YpoBenb yOenuteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb JOCTOBEPHOCTH
JA0KA3aTeJbCTB — 5)
KommenTapuu: oughgepenyuanvhas ouacnocmurxa nposooumcsi c:

—  OOnesHAMU, CONPOBOANCOAIOWUMUCS XOJIeCA30M U/UNU  VBelUdeHUuem neyeHu
(ecenamum, CUHOPOM Anaxcunns,; npoezpeccupyrowuii cemetlinbli
BHYMPUNEYEHOUHbIIl XOJlecma3 4-x mMunos, HEOHAMAIbHblL 2eMOXPOMAmos,
HapyuwieHUus Yukia Mo4e8uHbl, MUMOXOHOPUAIbHbIE 2eNamonamul, HeOHAmalbHas
B0UAHKA,  BPOJICOEHHbIE HAPYWEHUS  2IUKO3UIUPO8aHus,  oeuyum  ol—
anmumpuncuna, mupo3sunemus mun I, 6onesnv Humana-Iluka mun C, 6onesnvio
Bonvmana, dedpuyumom yumpuna, neueHouHasi 2eMaHeUOIHOOMENUOMA U Op.),

—  BPOJCOEHHLIMU ~ NOPOKAMU U  AHOMANUAMU  HCEN4eBbloosulell  CUCmemMbl
(bunuapnas ampe3sus, KUCma xoneooxa u op)

—  BDPOJCOEHHBLIMU AHOMAIUAMU NOPMATLHOU CUCMEMbl (OMKPLIMbLUL  ApaHyues
NPOMOK, NOPMOKABAILHBIU ULYHI - MedHCOY 8OPOMHOU GEHOU U HUMNCHEU NOoaO0U
8EHOl, 2UNONIA3USL 6HYMPUNEUeHOYHOU NOPMATIbHOU 6EHbl)

—  MPAaH3UmMOPHOU 2unepeailaKkmoszemuetl, Komopas ommedaemcsi npu Hno30HeMm
3aKpuimuu 6eHo3Ho2o npomoka (Ductus venosus) u ucuezaem 6 meyeHue 2-3-5
Mecayes nocie e20 3aKpulmus, a Maxdxce y 2emeposucOmublx Hocumenel

masicoprvix mymayuti 6 cenax GALT u GALE.

3. JleueHue, BKJIOYASI MEIMKAMEHTO3HYI0 U HEMeIUKAMEHTO3HYI0 TepaINnu,
AMeTOoTEpPanuio, 00e300,J1UBaHNe, MeIMIUHCKHE OKA3AHUS U

IMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO/0B JICUCHHUA

3.1 KouncepBaTuBHOE JieUueHH e
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PexoMeHayeTcsi Ha3HauYCHHE CYXOW CHEIUMAIM3UPOBAHHOM cMecH 03 JIaKTO3bl WIH
CHETMATTM3UPOBAHHOTO POAYKTA JETCKOTO JUETUYECKOTO JICYEOHOTO MUTAHUS IS IeTel
paHHEro BO3pacTa, CMECH CHEIUAIM3UPOBAHHOM CyXOil 0€37JaKTO3HOW (MENKHMl Cyxoi
MOPOIIOK) JAETAM A0 7 JIeT, MpU KJIACCUYECKOM rajakrozeMuu 1 u 2 THOAa C LENbIO
CHIDKEHHSI 00pa30BaHus TOKCHUeCKUX MetabonuTos [1, 3, 4, 7, 13, 46].

YpoBenb yOeaureJbHOCTHM PpexkoMengauuid - C (YpoBeHb [0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

Pexomenayercsi HeMeUICHHOE Ha3HAYCHUE IUETHI C HCKIIFOUCHUEM TaIaKTO3bl M JIAKTO3BI IIPU
nono3penun Ha ['AJl y mianeHIia Ha OCHOBaHMM KJIMHUYECKON KapTHHBI WM JaHHBIX
HEOHATAJLHOTO CKPUHKHTA, HE JTOKUIASCh TOATBEPIKICHUS TUArHO3a, C IEIBI0 CHUKCHHUSI
00pa3oBaHus TOKCHYECKUX MeTtadbonuToB [1, 7, 13].

YpoBenb yOeaureJbHOCTH PpexkoMeHganuid - C  (YpoBeHb [0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommeHnTapuu: ouema mooicem dvimo, Hanpumep, Ha OCHO8e COU, UOPOIUAMA KAZEUHA
UMY IIEMEHMHOU CMeCU HA OCHO8e aMUHOKUciom, npuinodicenue A3.1 — nepeuenv
Ccneyuanu3upoBaHHbIX NPOOYKMOE 0emcKo20 OUemuyecko2o ie4edH020 NUMaHus 0
Ooemell pamHe20 B03PACMA NPU  2ANAKMO3EMUU, GKIIOUeHHbIX 6 Pacnopsocenue
Ilpasumenvcmea P® om 11.12.2023 N 3551-p «O6 ymeepocoenuu nepeuns

CNeyuanu3uUpOBaHHbIX NPOOYKMOS JleyeOH020 NUMAaHUsL 01 0emelti-UHBAIUO08Y.

Pexomenayercst Ha3HAUCHUE STUMHUHAIIMOHHON JAMETHI, IPEIyCMaTPUBAIOIICH MOKU3HEHHOE
UCKITIOYEHHE U3 pallMOHAa TPOAYKTOB M JIEKAPCTBEHHBIX MPENapaToB, COJEPKaIINX
TaJlakTO3y H JIAKTO3y, BCEM TMAIMEHTaM C MOATBEPKIACHHBIM JUArHO30M KJIACCHYECKas
I'AJI | u TTAJT Il Bcex BO3pacToB, C IEJIbI0 CHM)KEHUS OOpa30BaHUS TOKCUYHBIX
MetabonuToB [1, 13, 46].

YpoBenb yOeaureJbHOCTHM PpexkoMengaumid - C (YpoBeHb [0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

KoMMeHTapuu: 1eobxo0umo noiHocmoio UCKIIOYUMb U3 PAYUOHA NAYUEeHMA 000U U0
MOJIOKA (8 MOM UUCTIe JHCEHCKOoe, KOPOo8be, KO3be, 0emcKue MOI0UHble cMeCU U Op.) U 8ce
MONIOUHbIE U KUCTIOMOJIOYHbIE NPOOYKMbL, A MAKI’Ce HeMOJIOUHble NPOOYKMbl 8 COCMA8
KOMOPbIX 6X00Um MOJOKO (Xeh, 8blneukda, COCUCKU, KOIOAChl, Kapamenvb, C1adocmu,
MapeapuHvl U m.n.). 3anpewjaemcs makdce UCNONb308AHUE HUSKOJLAKMO3HLIX U
0e371aKmo3eHbIX Cbl8OPOMKONPEOOMUHAHMHBIX CMecell, A MAaKdice HUKOLAKMOZHbIX U
0e31aKmo3HbIX  HeadanmupOBaAHHLIX MOJIOUHBIX NPOOYKMO8 (Mocym  coxpamnsmbo

eanakmosy). Pso npodykxmos pacmumenvnozo npoucxoodicoenus (60b6osvle, cosi (HO He
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UBOJISIM COe8020 OeNKa), Kakao, WoKoIao, Opexu, WNAUHAN) COOePHCUM ONUSOCaAXaApUObl -
2anakmo3uovl (paghgunosy, cmaxuosy), HCUBOMHO20 NPOUCXOAHCOeHUS (CYONPOOYKmbl) -
2NIUKONPOMEUHbL, KOMOpble AGNAIOMCA NOMEHYUATbHLIMU UCTOYHUKAMU 2AIAKMO3bL (CM.
Ipunooicenue I'5.), nosmomy OHU UCKIIOYAIOMCS U3 NUMAHUS NAYUEHMOE OemCKO20
803pACMA U 02PAHUYUBAIOMCSL 8 NUMAHUU 63POCTBIX NAYUCHMO8.

B nacmosawee epems ouema c MaKcumManbHO CmpocUM UCKIIOYeHUeM 2alaKmo3vl/1aKkmo3sl
— 2MO eOUHCMBEHHbINl CNOCOO COKPAMUMyb HAKONIEHUe MOKCUYHO20 KOMHOHEHmMA -
eanakmoszo-1l-ghocghama 6 mkausx nayuewma ¢ Kiaccuueckou eanakmozemuen u
2aNaKmumona y nayueHmos ¢ Oeuyumom 2anakmoxunaswl. Ilpu neckom meueHuu
eanakmosemuy, 00yciognennou Oepuyumom V-3, 603MONCHO UCNOIb30GAHUE
HU3K02AIAKMO3HOU OUembl 8 COOMBEMCmaUY ¢ 00NYCIMUMbIMU KOTUYECBAMU 2A/IAKMO3bl
8 payuone nod KOHMpOJieM ee YPOBHsL 8 CbleOPOMKE KPOSLUL.

Ilpu cocmasnenuu neyeOHbIX payuoHo8 Oiisi NAYUEHMOE C 2alaKmo3emMuel KOauvecmaseo
OCHOBHBIX NUWEBLIX BeUleCME U IHEP2UU OO0IHCHO COOMBEMCMBOBANMb PEKOMEHOYEeMbIM
Quzuonocuueckum Hopmam nompebOnenus. B numanuu Oemell nepeozo 2004 MHCUHU
MAmepuHcKkoe MONOKO UW/UNU OemcKue MOJO0YHble CMeCU OONNCHbL OblMb 3AMeHeHbl
aoanmuposanHelMu no cocmagy gopmyramu. Jna neuenus nayuenmos ¢ TAJI
UCNONBL3YIOMCA CNeYUAIUUPOBAHHble CMeCU HA OCHO8e U30IAMA C0e8020 benka unu
BbICOKO2UOPONUZOBAHHBIX MOJIOUHBIX 0enkog. Takoce UCNONb3VIOMCS cMeCU HA OCHO8e
CUHMEMUYECKUX AMUHOKUCIOM U Oe31aKmMO3Hble KA3EUHNPEeOOMUHAHMHbIE MOJIOYHbLE
cmecu.

Heobxooumo neuumov nayuenmos c¢ I'AJI |, Il, ¢ nomowwio noowcusnennoii ouemol ¢
OCpaHuyeHueM COOepHCaAHUS 2alaKMO3bl, KOMOpPAs UCKII0Yaem mMONbKO UCHOYHUKU
JIGKMO3bl U 2ANAKMO3bl U3 MOJIOYHBIX NPOOYKMOBG, HO NO3BOISEN NOAYYAMb 2ANAKMO3Y U3
HEMOJLOYHbIX UCMOYHUKO8, KOMOPbLE COOEPHCAM MUHUMATLHOE KOIUYECMBO 2ANAKMO3bL 6
payuone. B pamxax smoeo onpedenenus mvl npunumaem, 4mo HeOOIbUIOE KOIULECMBO
2aIAKMO3bl NPUCYIMCMEYEM 8 ONPeOesIeHHbIX 3PeNblX Colpax u Kaseunamax. B nacmoswee
gpemMsi  Hem  OOCMAMOYHBIX — OOKA3AMENbCME,  NOOMBEPHCOAIOUUX — KOHKPEMHYIO
803DACMHYIO PEKOMEHOAYUI0 OMHOCUMENbHO KOIUYeCmEa 2alaKmosbl, pa3peueHHozo 8
payuone.

Ilepeuenv npooykmos, codeparcawjux 2aiakmosudvl u bozcamovie 2IUKONPOMEUOAMU — 8

Ipunoowcenuu A3.2
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PexoMeHayeTCsl MCIIOTB30BAaTh CMECH HA OCHOBE M30JIATa COEBOTO Oeika manueHtam ¢ ['AJl

He

0e3 puCKa aJuIeprUUeCKUX PEaKIyii, B KayecTBE JIEYeOHOTO MPOAYKTA C LEIbI0 CHUKECHUS
00pa3oBaHus TOKCUYHBIX MeTabonuToB [1, 3, 4].

YpoBenb yOenuteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb JOCTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KommenTapuu: npu ucnonv3oeanuu coegvix cmeceli 6 NUMAHUU 2SPYOHBIX Oemell
B03MOJICHO NOAGIEHUE ANNIEPSULECKUX PeaKyull Ha OeloK COu.

B maxux cnyuasx yenecoobpazno Haznavame cmecu Ha OCHOBE 8bICOKOSUOPOIUZOBAHHBIX
MONOUHBIX Oenko8. B 3asucumocmu om cocmosiHusi peOeHKa 603MOICHO COHYEMAHHOe
npUMeHeHUe COe8OU CMeCU U CMeCU Ha 0CHOGe 2UOPOIU3AMA Kazeuna 6 coomuoutenuu 1:1.
B cnyuae couemannoii annepeuu Kk coe u 0eiky Kopoebe20 MOJOKA, PEKOMEHOOBAHO
npumeneHue — cmecell  HA  OCHOGe  AMUHOKUCAIom.  Bo3mooicnho — npumenenue

Ka3€MHl’lp€()OMUHaHmelx 0e31aKMO3HbIX MOJIOYHBIX CMecell.

PeKOMEHIyeTcsl TPUMEHSITh OC3JIaKTO3HbIE MOJIOUHBIE CMECH C Mpeo0liaaHiueM
ceiBOpoTOUHBIX OenkoB (60% u Oonee) marmuenTam ¢ ['AJl, ¢ menbio mpeaoTBpaiieHus
MOCTYIUICHHS TaIaKTO3bl B opranusm [1, 3, 4].

YpoBenb yOeaureJbHOCTH PpexkoMeHgaumid - C  (YpoBeHb [0CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

KommenTapumu: ykaszannvle cmecu Mo2ym — cooepicamsv — Cledogvle  KOAU4ecmed

2ajlaKmo3sul.

PEKOMeHHyeTCﬂ CTpOoro 0C3I1aKTO3HbIC MMPOAYKTHI IIPUKOPMaAa U MOKHU3HCHHAA Oe3IIaKTo3Has

nuera nanueHTam ¢ kiaccudeckod ['AJL |, ¢ menbro mpenoTBpaiieHus MOCTYIUICHUS
rajakto3sl B opranusm [1, 3, 4, 13].

YpoBenb yOeaureJbHOCTH PpexkoMengauuid - C (YpoBeHb [0CTOBEPHOCTH
A0KA3aTEJbCTB — 5)

KomMmeHnTapuu: nepswiii npuxopm 6600umcs 8 nepuoo, Hauyunas om 4 0o 6 mecsayes
HCUZHU. B numanuu ucnons3yomes moivko 0e3monouHvle npooyKmol U 611004 NPUKOPpMa:
Oe3Monounble Kawu, HCeimoK, a makdice 080wjHoe, MACHOe U pykmosoe niope. Bce
MONOUHbIe NPOOYKMbL, BKIIOUAS YEIbHOe KOPO8be MOIOKO, KUCIOMONOUHbIE NPOOYKMbL,
meopoe, 3anpewaomcs K UChoIb308aHulo y nayuenmos ¢ I'AJI.

Buo nepsoco npuxopma onpeoensemcs cocmosnuem H#eny0oyHo-KUMe4Ho20 mpakma u
HYMPUMUBHBIM CIMAMYCOM pebenKd. Dmo Modcem Oblmb 080UHOe niope OJisl 0emcKo20
numanusi 6e3 000asiIeHUss MOLOKA (U He UMeIoWUX 8 cocmase 60006bIX) Ul 6e3MoN0UHbLe

Kauiy Ha OCHO8e KYKVPY3HOU, PUCOBOL UNU 2peuHeBol MYKU, OJi pa36e0eHUsi KOMOopbix
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He

HeoOX00UMO UCNOBL308AMb MY CHEYUATUSUPOBAHHYIO CMECb, KOMOPYI NOLyYaem
pebernok. Msachoii npukopm 6600sam 6 numanue ¢ 6 mecayes. Ilpeumywecmseo omoarom
CReYuanu3sUpOBAHHbLIM OeMCKUM MACHbLIM KOHCEPBAM NPOMBIULIEHHO20 BbINYCKA, He
cooeparcamum MOJIOKA U €20 NPOU3BOOHBIX, U CYONPOOYKMOE (HA OCHO8e MACA KPOJIUKA,
yvinaenka, unoeuxu u op.) Ilpumeprnvie cpoxu 66edenus npuKopma 0emsam nepeoco 200d
arcusnu ¢ 1'AJI npuseodenwt 6 Ilpunoscenuu I'4.

YV nayuenmos ¢ GD axmuenocmo I'AJIT cocmasnsem 15-25% om nopmanbHotl u 00b14HO
npomexaem beccumnmomuo. Mnadenyvi ¢ GD, cobarooarowue carakmozocooepaicauyro
Oouemy (Hanpumep, epyoOHOe MOAOKO ULU ODLIYHYIO CMECh), UMEIOM NOBbIULEHHbIE YPOBHU
Gal-1-P 6 apumpoyumax. Omu duoxumuseckue HapyuieHuss HOPMAIU3YIOMCs Ha oueme ¢
ocpanuyenuem J1aKmo3vl, 0OHAKO 0ddxce Npu HeoPaHU4eHHOM NUMAHUU YPOBHU OObIYHO
HOPpMANU3VIOMCsL 8 meyeHue nepeoeo 2oda owcusnu. Hecmomps na 6uoxumuyecxue
OMKIOHEHUs], NAYUEHMbL He NOyHasuiue SMUMUHAyUOHKYl0 Ouemomepanuto ¢ GD- ne
NPOOEMOHCMPUPOBANU HeDIALONPUAMHBIX KIUHUYECKUX UCX0008 80 BCeX UCCIe008aAHUSAX,
NPOBEOEHHBIX HA Ce200HAUWHULU OeHb. Tlociednue KiuHuuecKue peKomeHoayuy no 6e0eHu0
nayuenmos c I’ AJI ne pexomenoyrom nevenue nayuenmos ¢ éapuanmom GD, oonako npu
NOsGNEHUU KIUHUYECKUX CUMNMOMOS, VKA3bI8AIOWUX HA NOPAdNCeHue NeuyeHu uiu npu
BbICOKUX YPOBHSAX MOMANbHOU 2a1aKmo3vl npesviuarowue 20 me/% modrcHo paccmompems
80NPOC 06 OepaHudeHUuU NOCMYNIeHUs TAKMO3bl C NULYE.

Ipumepnvie cpoku 6sedeHusi u NPOOYKMbL NPUKOPMA NAYUEHMAM C 2alaKmosemuell

npeocmasierul 8 IIpunoscenuu A3.3

peKoMeHAyeTcs  MPUMEHEHHE  JICKAPCTBCHHBIX  MPEImapaToB,  COJCpPIKAIINX
JIAKTO3y/TATaKTO3y, a TaKXKe TOMEOINaTUYEeCKHX IPErapaToB, HACTOCK W CIHPTOBBIX
JEKapCTBeHHBIX (OopM mMmanueHTaM J000To BO3pacTa, C LENbI0 MPEIOTBPAIICHUS
HAKOIUICHHS raJlakTo3bl M ee MeTabonuToB [1, 3, 4].

YpoBenb yOenurteJbHOCTH PpexkoMeHgamuii - C  (ypoBeHb JOCTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KommeHTapuu: 1rakmosa Hepeoko uUCnoiv3yemcs 6 Kauecmee BCHOMO2AMENbHO20
gewecmea 8 20MeONnamudeckux JaeKApCmMeEeHHbIX cpeocmeax. DdmaHon™™ mopmozum

INNUMUHAYUIO 2ATIAKNO3bl U3 NEYEHU.

Pexomenayercst Bkitouath B paroH npu I'AJI | mo6oe konnyecTBo U BUA GPYKTOB, OBOIIEH,

06000BBIX, HE(EpPMEHTHPOBAHHBIX MPOJYKTOB Ha OCHOBE COH, 3pPEJBIX CHIPOB (C
coJiep>kanueM ranakto3sl <25 mr/100 r) u TuIeBbIX 100aBOK C COJAEpKaHUEM Ka3eHHATa

HaTpus wid Kaneis [1,3,4,13].
26



YpoBeHb yOemuteJbHOCTH PpexkoMeHgamuii - C  (YypoBeHb JOCTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KommenTapum: xoms 6ce npodykmsl Ha 0CHOGe (hepMeHmMUPOSAHHOU CoU COOepiHcam
Oonbule 2a1aKmo3vl, OHU MO2Ym ObIMb pa3peuilervl 8 HeOOIbULUX KOTUYeCm8ax, 8 payuoHe

y 0emetl cmapute 1 2o0a.

PexomeHnayercsi Ha3HAYCHUE JUETHI C OTPAHUYCHUEM TaJaKTO3bI/JAKTO3bl MAINMEHTAM C
resepanusosanioii ¢gopmoii I'AJI Il ¢ wuenpto npenorBpamieHuss NOCTYILICHUS
rajakTo3bl B OpPraHu3M, 3a MCKJIIOYEHHEM MNAIUEHTOB C IPOMEKYTOYHOM
(100pokavecTBeHHOIT) popmoii Gos1e3nn [20].

YpoBenb yOenuTeabHOcTH pexoMeHganuii - C (ypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenrapuu: nayuenmam c amoti ghopmou I'AJI mpebyromes nocmynienue ciedosvix
KOUYeCcme 2anaKkmosvl ¢ nuujel: MIaoeHyed ciedyem KOPpMumv CMecbio (Hanpumep,
C0€eB0lL CMeChI0), KOMOPAs COOePHCUM HeDObUIOE KOTULECE0 2AIAKMO3bl UL JIAKMO3bI.
B mo epemsa kax neobXooumo ouemuyeckoe O2paHuyeHue MOJOYHBIX NPOOYKMOS C
8bICOKUM COOEPAHCAHUEM 2ATIAKMO3bL, He clledyen 02Panuiueams HeMON0UHble UCIOYHUKY
2anakmo3swvl (60606vle, Hekomopble Gpykmvl U 08owu, cyonpodykmol). Pexomendyemcs
NOCMOSIHHOE OUemu4ecKkoe O2panudeHue MOIOYHbIX NPOOYKMOoE ) Oemell Cmapuie2o

eozpacma.

Pexomennyercsi UWHQY3MOHHas Tepamus MalWEHTaM, HAXOIIIIUMCS B  COCTOSIHUU
METa0OJMYECKOr0 KpHU3a, C LENbI0 KOPPEKIUH BOAHO-3JIEKTPOJIUTHOrO OanaHca,
MoJiIep KaHusl HOPMAJIbHOTO YPOBHS TIIFOKO3BI B KPOBH, JICUSHHS T€MOCTa3HOIOTHUECKUX
HapYIICHU, BOCCTAHOBJICHUS (PYHKIMI 1edeHu u nouek [1, 3, 4, 29].

YpoBenb yOeaureJbHOCTH PpexkoMengauuid - C (YpoBeHb [0CTOBEPHOCTH
A0KA3aTEJbCTB — 5)

Kommenrapuu: nokasanuem K UH@Y3UOHHOU mepanuu A6IAIOMCA  2UNO2TUKEMUS,
2UNOBONEMUSL, 2UNOKOA2YNAYUs, 1aOOPAMOpPHble NPUSHAKU NeYeHOUHOU U NOYeYHOU

Hedocmamowocmu, He0OCMAamo4YHOCHb NUMAHUSL.

Pexomenayercsa anTHOakTepuanbHas Tepamus B COOTBETCTBUM C JaHHBIMH IO
YYBCTBUTEJIbHOCTU/PE3UCTEHTHOCTH MHKPOOPTaHU3MOB W/WJIM  YYBCTBUTEIBHOCTBHIO
BBIICJICHHOW MHKpO(DIOphl MNalMeHTaM, HMEIOIUM oO4yaru UWHQEKUUu C IeNbIo

NpeIOTBPAICHNUS pacIIPOCTpaHeH s MH(EKIUH U pa3BuTHs cerncuca [1, 3, 7].
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YpoBeHb yOenuteJbHOCTH PpexkoMeHgauuidi - C  (YypoBeHb JOCTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KOMMeHTapHI/I: Co2nacHo peKOMeHaal{M}lM no cencucy

Pexomenayercss 1mpueM B BO3PAaCTHBIX  JO3MPOBKAaX  MpenaparoB  Kaublus U
Konekansumdeponaa** (kox ATX A11CC, npumensieTcst y aereii crapiie 4 HeIenb), He
cozepKauux Jakro3y, namuentam ¢ ['AJl crapme 1 roma, ¢ 1enpi0 NpoQHIAKTUKA
nedunura BuramuHa D 1 3a0oseBaHui, CBS3aHHBIX C €r0 HEJIOCTaTOUYHOCTHIO [1, 14].
YpoBenb yOenuteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb JOCTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenTapuu: y nayuenmos ¢ I'AJI nabnrooaemcs chudicenue Munepaiu3ayuy KOCmMHou
MKAHU NpU OMCYMCMeUU npuema npenapamos Kauivyus u Koiekanvyugepora™* (koo ATX
AlICC), umo yacmo npusodum K pazeumurd parHe20 O0CMeonopo3a U NOBbIULEHHOMY
pucky nepenomos xocmeil. Ilpenapamwvl kanvyus (kanvyus enuyepogocgam, Kanvyus
anmokonam™* (ko0 ATX A124A)), u korexanvyugepora™* (maxoce mocym Ha3HAYAMbCS
KombuHnuposanuvle npenapamol (Kanoyus kapoonam+Konexkanoyugepon)) naznavaromes
nayuewmam npu 2unokaivyuemuu nocie 1 2oda scusnu (unu demam cmapuie 2 1em no
UHCMpPYKYuU), Ha ¢oHe ISIUMUHAYUU cMecell, SAGNAUUXCA OCHOBHbIM UCTNOYHUKAM

Kajlvyus u sumamura D.

Pexomenayercs MpoOBEICHNUE 3aMECTUTEILHON TOPMOHAITBHON TepaIiy MpermapaTaMu TPYIIITbI
GO3F Tecrarensl B KOMOHWHAIIMM C OCTPOT€HAMH, COJAEPIKAIIUMHU €CTECTBEHHBIC
ACTPOTEHBI, MAlMEHTaM >KEHCKOT'0 T0JIa C TaJaKTo3eMUel Mpu HEOOXOJUMOCTH, COTJIACHO
OOIIMM TIPUHIIMIIAM 3aMECTHTEILHOW TEeparuu MPHU MEPBUYHOM THIIEPTOHATOTPOITHOM
TUTIOTOHAJM3ME C JIeUeOHOM 1ebI0 (COMTAaCHO KIMHUYECKMM PEKOMEHALMIM 10
3aJIepKKe MOJIOBOTO Pa3BUTHUS U TUNoroHaausmy) [7, 15, 38, 52].

YpoBenb yOeaureJbHOCTHM PpexkoMengaumid - C (YpoBeHb [0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Kommenrapuu: npunyunsl unuyuayuu nybdepmama u npoeoeHus 3amMecmumenbHol
20pMOHanvHoUu mepanuu y oegouek ¢ IT'AJI me omauuaromcsa om o6WuUX NPUHYUNOS
3amecmumenbHolu mepanuu Npu NEPeUYHOM 2UNEePSOHAOOMPONHOM 2UNOSHAOU3ME.
Hmeromess  ceedeHuss 0 803MONCHOCMU — KPUOKOHCEPBAYUU  MKAHU — AUYHUKA 8
oonybepmamHoMm 6o3pacme, 6 C643U C uYeM O0eBOYKAM HNOKA3aHaA npuem (ocmomp,
KOHCYIbMAayust) epaya-axyuepa-eunexonoea (cneyuaiucma no penpooykyuu) [38]. Bce
npenapamuvl 6 gude madiemox cooepicam HeboabUloe KOIUYeCmaeo I1aKmo3ssl, HO 0OWaAs]

0030 0Y4€eHb MANA NO CPAGHEHUIO C IHOO2EHHBIM NPOU3BOOCBOM.
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3.2 Xupypruuyeckoe JedeHue

PexoMeHyeTcss Xupyprudyeckoe JeUeHUE KaTapakThl MAIMEHTaM IO MOKa3aHUSM, OCOOCHHO
MIPH MO3{HEH TUAarHOCTUKE 3a00JIeBaHUS C IEJIbI0 BOCCTAHOBIICHUS 3pUTEIILHON (YHKIHH
[1, 15].
YpoBenb yOenuteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb JOCTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)
KomMmeHTapuu: kamapaxmsl y nayuenHmosg ¢ 2aiakmosemuel XapaKxmepuzyiomes KaxK
Manvle,  MPAH3UMOPHLIE  UIU  HEOHAMANbHble U NpoXoosam  HA  (oHe
beznaxmosnon/be3eanakmosnou ouemol; 00HaKo, 8 OMOCNbHBLX NO30HO
OUACHOCMUPOBAHHBIX — CAYYASIX Mpedyemcss NpuMeHeHUue XUpypeudeckoeo JieueHusl

(COZJZCZCHO KIUHU4YeCKum peKOMeHOCZL;Mﬂ.M no Kamapakme).

3.3 UHoe J1eyenne

PexomMenayercst ipuemM (0OCMOTp, KOHCYJIbTAIIMS) Bpada-JIeTCKOTO YHIOKPUHOJIOTA JCBOYKAM
C LIEJTbI0 CBOEBPEMECHHOM IMArHOCTUKH M JICYCHHS TUTICPTOHAIOTPOITHOTO TUTIOTOHATU3MA

[7, 15, 38, 52].
YposeHb yoeauTeabHOCTH pekoMenaanuii - C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KomMeHTapuu: g ciyuae 6vi161eHH020 2UNEP2OHAOOMPONHO20 2UNO20HAOUSMA ) 0€B0UeK C
omcymcemeuem 8mopudHbIX NOA0BbIX NPUSHAKOE HeoOXoouma uHuyuayus nybepmama. Bospacm
uHUYuayuu nybepmama 3a8ucum Om MHO2UX Gakmopos. B nepsyro ouepedvb HeoOX00UMO
OUASHOCTUPOBAMb  2UNEP2OHAOOMPONHBIL  SUNO2OHAOUSM — HA  OCHOBAHUU — OMCYMCMEUS.
6MOPUYHBIX ~ NOJOBbIX  NPUBHAKOE 6  COYemaHuu C  NoGvlleHUueM  YPOBHs
DONNUKYIOCMUMYIUPYIOWEe20 20PMOHA 6 Kposu. Bo-emopuvlx, cpoxku nauana mepanuu
ICMPOEHAMU 3ABUCA OM COOMHOUIEHUs. POCMA, NPONOPYULL mend U KOCMHO20 803DPACMA.
Cpeonuti go3pacm unuyuayuu mepanuu cocmasisiem 11-13 nem. Huuyuayus nybepmama
APOBOOUMCS 8PAUAMU-IHOOKPUHONIO2AMU U/UTU 8PAYAMU-AKYUEPAMU-CUHEKON02aMU NO cXeMe,

UBIOJHCEHHOU 8 muuuueCKuxpeKOMeHdauuﬂx no 3a()ep3fc7<e nojloeoco paseumust u 2un020ua0u3/wy.

Pexomenayercss mnpueM (KOHCYJAbTalUsl) MEAMIIMHCKOTO IICMXOJIOTa TEepBUYHBIA U
MOBTOPHBIN, MpHeM (KOHCYJIbTAallUs) MEAULIMHCKOTO JIOTOle/ja IEPBUYHBIN 1 TOBTOPHBIIN
naguesTam ¢ ['AJl npu HanuuMM NOKa3aHWM C LEIbI0 JUAarHOCTUKU W JICYEHHUS
MPOSIBIICHUI COMYTCTBYIOIICH MATOJIOTHH H/WIIK OClIoKHeHu# [15].

YpoBeHb yOenurteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb JOCTOBEPHOCTH

J0KAa3aTeJIbCTB — D)
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KomMmeHnTapuu: nposooumcs paspabomka uHOUBUOYAIbHOU NPOCPAMMbL 1020NEOUHEeCKOl
peabunumayuu. Y nexomopwix nayuenmog c I'AJI coxpansemcsa puck opmuposanus
OMCPOUEHHBIX OCTONCHEHULL — 3a0epircKu husuueckoeo pazsumus (Z-SCore pocm/eospacm
<-2), Hapywenus pazeumusi peuyu («6epOaibHOU OUCHPAKCULY), MOMOPHBIX (DYHKUULL
(amaxkcus), ocmeonoposa (npu omcymcmeuu OONOIHUMENbHO20 BBeOeHUsl NPenapamos
Kanoyust).

3aodepoicka ncuxuueckoeo pazeumus, SbIAGIAWAACA ) HeKOMopulx nayuenmog ¢ I'AJI,
NOAYYAIOWUX OUemu4ecKoe JjleueHue, He MANCeNds;, OHA MOJCem OOHAPYICUBAMbCS 6
panHem 8o3pacme, HO Yyauje CMAaHOBUMCs 0YEBUOHO 8 WIKOJIbHbLE 200bl, K020a ) pebeHKa
BO3HUKAIOM MPYOHOCMU C YMEHUEeM UTU YC8OeHUeM MamemMamuky. Y uacmu nayuenmos
B03MOIICHO YMEPEHHOE CHUICEHUE UHMELLEKMYATbHO20 PA3GUIMUSL UNU J1e2KAsl YMCMBEHHAS
OMCMANOCMs. Y HEKOMOPbIX OMMEUAOMcst 08USAMENbHbLE HAPYUIEHUS. 8 8UOe aMAaKCUU,
HeN0BKOCMU MENKOU MOMOPUKU, PACCMPOUCME PABHOBECUSL U KOOPOUHAYUU, MbIUUEYHOU
OUCMOHUU, BO03MONCHO HATIUYUE MPEMOPA NPU 8bINOIHEHUU YeeHANPABIEeHHbIX 0elicEUI.
3aoepocka peuesoco pazeumusi y nayuenmos ¢ I'AJl 6 pannem eo3pacme modrcem

NPOABJIANIbCA 3ampdeeHueM apmuxyiiayuu, 0beoHeHHbIM CJl106APHBIM 3anaACOM.

4. MeauuMHCKAasi peadMIMTAIUA U CAHATOPHO-KYPOPTHOe JieYeHue,
MEJUIMHCKUE TOKA3AHUA U IPOTHUBONOKA3aHMA K IPUMEHEHUI0 METO10B
MeIUIUHCKON peaduIuTanum, B TOM YHCJIe OCHOBAHHBIX HA MCIO0JIb30BAHUN

NPUPOIHBIX Je4eOHbIX (PAKTOPOB

PexomenayioTcsi peabMIMTAlMOHHBIE MEPONPUSITUS TallMeHTaM C HEBPOJOTHYECKUMU
HapyLEeHUsIMU 110 TUITY AETCKOTO Lepe0paabHOro napainya BeaeCcTBUE OMIUpyOMHOBOM
sHIIe(aTONATHH MU TOPAXKEHHsI 3pUTEIBHOTO aHAJIN3aTOPa BCIEACTBUE KPOBOU3IHUSIHUS
B CETYATKy IJia3a, YaCTUIHOM aTpoduu 3putenbHoro Hepsa [20].

YpoBenb yOenurteJbHOCTH PpexkoMeHgauuii - C  (ypoBeHb J0CTOBEPHOCTH

A0KA3aTEJbCTB — 5)

5. lIpodpuiaakTuka U JUcNaHCepPHOe HADJII0OeHUe, MeIUIIMHCKHE NOKA3aHUS U

MNPOTHBOINIOKA3aHUA K IPUMCHCHHUIO METO/10B IlpO(l)l/lJIaKTI/IKI/I

5.1 lIpodbuaaxkTuka
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Pexomenayercsi ipueM (OCMOTp, KOHCYJIbTAIIMs) Bpaya-TeHETUKA MIEPBUYHBIA M TTOBTOPHBIN
(mpu HEOOXOIMMOCTH) BCEM CEMbsIM TOclie ycTaHOBIeHHsS auarHo3a ['AJl ¢ menbio
pa3bsCHEHUI TEHETHYECKOTO PHCKa B ceMbe [15].

YpoBenb yOenuteJbHOCTH PpexkoMeHgauuii - C  (ypoBeHb JOCTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenTapuu: B cemve, 20e ecmv nayuenm c¢ I'AJI, umeemcs 25% puck nogmoprozo
pooicoenust pebenxa c I'AJI npu kaxcooi nocredyrowetl bepemeHHocmu. Y poocmeeHHUKo8
U3 2pynnwvl pPUCKA MAKIHCE BO3MONCHO HOCUMENbCMEO MYMayull, eciu OHu Obliu
uoenmuguyuposanvl 8 O0arHoU cemve. Jlopodoeas ouacnocmuxa I'AJl 6o3modxncHa
memoodamu J[HK-ananuza na mamepuane eopcun xopuona. Bonpoc o nposedenuu
npernamanvHou ouaznocmuxu I'AJI dondicen 6bims 00CydHcOeH ¢ pooumensmu npevjicoe, em
NPUHAMb OKOHYAMENbHOE peulenue, mak Kak 3a0onesanue noo0aemcs jleyeHur.

Pexomenayercst mnamuentam ¢ ['AJl mpoBomuTh NpOGUIAKTHUECKYIO BAaKIUHAIMIO B
COOTBETCTBUHM C HAIMOHAIBHBIM KalleHAapeM TNPOPHUIAKTHYCCKUX TPUBHBOK IIOCIIC
YCTAaHOBJICHHS JUArH03a U MHUILMAIUY JICYCHUS C Mebi0 opMupoBanHus 3)PeKTUBHOTO
HMMYHHOTO O0TBeTa OT HHpekIuit [54].

Yposenb  yOenurenbHOcTH  pekoMengaumii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)
Kommenrapumu:  gakyunayuio  yenecoobopasno  npogooums  no0  KOHMPOJeM

cneyuaiucmoes, umerouux onsvini pa60mbl c nayuermamu ¢ MemaboauyecKkumu OoaesHAMU.

5.2 JlucnancepHoe HAQJIIOAeHHE

C yemvio  npedynpexcoeHus — UHMENNEKMYANbHLIX,  KOSHUMUBHLLX,  DedegulXx,
NO3HABAMENLHLIX — HAPYUIEHUL,  2APMOHUYHO20  (DUSUYECKO20  pa3sumus  OUCHAHCEPHOE
HabnoOeHue eKuoYaem 6 cebs KOHMpOb 3a 1AO00PAMOPHLIMU NOKA3AMENIMU U 34 KIUHUKO-
UHCMPYMEHMANbHLIMU NOKA3AMENAMU, OMPAACAIOWUMU IPPeKkmusHocms mepanuu

K'onmpozzb 3a A0eK6AMHOCMbIO J1eYEeHUS

PeKOMeHI[yeTCﬂ KOHTPOJHUPOBATL aJCKBATHOCTH HpOBOJIHMOﬁ TEpallii C IIOMOIIBIO
WCCIIEIOBAHMsI YPOBHSI TaJaKTO3bl B KPOBU B KpoBH BceM marmeHtam ¢ ['AJl ¢ nenbio
CBOEBpeMEeHHOU Koppekimu auets [20].

YpoBenb yOenurteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KomMmeHnTapumn: uacmoma KOHmMpons coOepicaHusi 2aiakmo3svl 6 CbleOpOmKe KpOBU
cocmasensem He pexce 1 paz 6 3 mecaya Ha nepeom 200y dHcuznu, oanee He pexce 1 pasa 6

200 NOJUCU3HEHHO, MAaKotce 603MOINHCHO npoeodumz; OONOJIHUMENbHOE UCCIE008AHUE 8
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CHYHAAAX NnoeblUleHUs nompe@zenuﬂ 2anaKmo3sol U/unu npu n0()03peHuu Ha paseumue

UHMOKCUKayuu.

Pexomenayerca neBoukam ¢ ['AJI B mepuoj MuHHITyOepTaTa MCCICIOBAHUE YPOBHS
(GOJUIMKYJIOCTUMYJIMPYIOIIErO0 TOPMOHA B CHIBOPOTKE KPOBHU M MCCIEIOBAHUE YPOBHS
aHTHUMIOJUIEPOBA TOPMOHA B KPOBH Ul OLIEHKH OBapUaJIbHOTO Pe3epBa U HEOOXOAUMOCTH
KOHCYJIbTAI[MK Bpayda-aKyliepa-ruHeKkosiora (CrernyaiucTa mo penpoaykuun) [36, 37].
YpoBenb yOeaureqabHocTH pexoMeHaanuid - C (ypoBeHb [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

Pexomennyercs neBoukam ¢ ['AJl mpu SHIOKPUHOJOTHYECKOM OOCIICOBAaHUHM B IEPUOJ
nybepraTa MPOBEACHUE AHTPOIIOMETPHUYECKOTO HWCCIICAOBAHUS, HMCCIECIOBAHUE YPOBHS
(b OJTHKYIIOCTUMYIHPYIOIIETO TOPMOHA B CHIBOPOTKE KPOBH W HCCIEIOBAHHUE YPOBHS
AHTUMIOJUIEPOBA TOPMOHa B KPOBH JUIi JUArHOCTUKU THIIEPTOHAIOTPOITHOTO
THITIOTOHAIU3Ma, OIIPE/ICIICHUS] CPOKOB Havasia 3aMEeCTUTEIILHON TOPMOHAILHOM TepaIruu U
HEOOXOAMMOCTH  TpHeM  (OCMOTp,  KOHCYJIbTalusl)  Bpada-aKyllepa-THHEKOJIOTa
(cnenmanucra o penpoaykiun) [36, 37].

YpoBenb yOeaureJbHOCTH PpexkoMeHgaumid - C  (YpoBeHb [0CTOBEPHOCTH
10KA3aTeJILCTB — D)

Kommenrtapuu: mpebyemca npuem (ocmomp, KOHCYAbmMayus) 6paia-0emcKko2o
9HOOKpUHon02a. Basicna oyenka nonosoeo pazeumus u kocmuwiil 6o3pacm. Y oesouex ¢
T'AJl  gopmupyemcs nepsuunas HeOOCMAMOUYHOCHb SAUYHUKOG, KOMOPAsi MOJCEm
Pazeusamspcsi Kak 6 00nyoepmammblil nepuod u nompebosamsv HA3HAYEHUE Mepanuu
acmpoceHamu Ons uHuyuayuu nydepmama, max u nocie cmapma nybepmama, 4mo
nompebyem  3aMeCmMUmenbHol  20pMoHanvHou  mepanuu  [36, 37]. CHudiceHue
GONNUKYIAPHO2O NYNA BO3MONCHO YIHCE 8 PAHHEM 603pAcme, 8 C643U C 4eM, NOKA3aHa
PAaHHAA KOHCYIbMAaYUs 6paia-aKyuepa-euHeKono2a (Cneyuaiucma no penpooykyui), 8 mo

HCe BpeMA ONUCAHbL CNORMAHHbLE Gepe/vzeuﬁocmuy nayuerHmok ¢ TAJL

Pexomenyercsi yIbTpa3ByKOBOE UCCIICIOBaHIE OPraHOB MAJIOro Tasa (KoMILIekcHoe) 1 pa3 B
rog neBoukam ¢ ['AJl ¢ 12-metHero Bo3pacta Al OLIEHKHU COCTOSIHUS SUYHMKOB U
COOTBETCTBUS UX Pa3MEpOB BO3pacTHBIM HOpMam [36, 37].

YpoBenb yOenurteJbHOCTH PpexkoMeHgauuii - C  (ypoBeHb JOCTOBEPHOCTH

J0KA3aTeJbCTB — 5)
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Pexomennyercs HCCIIEIOBAHUE MHHEPATbHON MJIOTHOCTH KOCTHOM TKaHU
(pentrenomencutomerpus) y narpento ¢ ['AJI | cTapiiie 5 et st AMarHOCTUKH CTETICHH
OCTEOTICHHH, BBISIBJICHHSI TPYIIIBI PUCKA IO OCTEOMOPO3Y U MPUHATUS TPODUITAKTHICCKIX
mep [1-4, 15].

YpoBenb yOenuteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb JOCTOBEPHOCTH
0KA3aTeJbCTB — 5)
Kommentapum: vacmoma uccireoosanuii - no noxazanusm He yauje I paza 6 200, ne pedxce

1 pa3z & 5 n1em.

Pexomenayercss npueM (0cMOTp, KOHCYJbTallMs) Bpada-akyllepa-THHEKoJora U Bpaua-
9HJIOKPHUHOJIOTA/Bpavya-AeTCKOT0 YHJIOKPHHOJIOTA MTEPBUYHBIN U MMOBTOPHBIA, HA3HAYCHHE
3aMECTHTEIBHON TOPMOHAIBLHOU Tepanuu, neBoukam ¢ 'AJl ¢ 12-neTHero Bo3pacTa npu
BBISIBJICHUH [IEPBUYHOI aMEHOPEH, C [eTIbI0 KOPPEKIINH FTOPMOHAIBHOTO cTatyca [15].
YpoBenb yOeaureJbHOCTH PpexkoMeHganmid - C  (YpoBeHb [0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

PexomennoBano mamuentam ¢ ['AJl mpoBeseHne OHMOXMMHUYECKOTO aHalIHM3a KpPOBU
o0IIeTepaneBTUUYECKOI0 C LETbI0 OLIEHKH COCTOSHUS TI€UEHHU, MOYEK U BBISIBICHUSA,
OTKJIOHEHHH Ba)KHBIX OMOXMMHYECKUX TMOKa3aTelell M uX JajbHeHImield KOppeKIuu He
pexe 1 pazaBroa [6, 7, 29 - 35].

YpoBens yOenuteabHocTH pexoMengamuii - C  (ypoBeHb 0CTOBEPHOCTH
10KA3aTeJILCTB — D)
KommenTapuu: npu npumenenuu ocpaHudumenvHou Ouemvl G03MONCHO pa3eumiue
oucnpomeurHemuy, HApyweHusi MUHEPAIbHO20 obOMeHa U Oeuyuma  8aAXHCHLIX
Mukpoanemenmos. Llenecoobpazno onpedenenue cooepircanus 2aroKo3vl, 0ouezo benxa,
benkosvix  ¢hpakyutl,  obweeo  OurUpyOUHA,  XOleCmepuHd,  MpuIUYepuUdos,
JIUNONPOMEUO08 HU3KOU U BbICOKOU NIOMHOCMU, WeN0UHOU (ocgamasvl, KpeamuHuHa,
MouesuHvl, ananunamunompancgepazvl (AJIT), acnapmamamunompancghepaszwr (ACT),
Kanbyus o0uje2o U UOHUSUPOBAHHO20, HAMPUA, Kalus, HeopaaHuyeckoz2o @ocgopa,
Jcenesa, eppumuna, YpoeHs OCHO6HO20 Memaboruma eumamuna D 6 Kposu
(uccreoosanue yposua 25-OH eumamuna /[ 6 Kposu c yenvro oyeHku 6aianca 8aiCHeuuux
HYMPUEHMO8 npu Ouemomepanuu, OYeHKU Kaabyueso-ghocgpopnoco odOMeHa, oOyeHKu
COCMOsIHUS NOYEK, NeYyeHUu ¢ nepuoouyHocmoio 1 paz 6 200.
Pexomenayerca mnamuentam ¢ ['AJl, momydarommx IUETOTEpAlMIO HCCIEIOBaHUE OOIIEro,
OMOXMMHYECKOTO aHanu3a MOYH (OOmmid (KIMHUYECKUI) aHAIM3 MOYH), UCCIICIOBAHUE

YpOBHS KalbliMsl B MOY€, HCCIIE0BAaHNE YPOBHS HATpUsl B MOUE, UCCIIEIOBAaHUE YPOBHS
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LUTPATOB, OKCAJIaTOB B MOYe, ONpeiesieHue KOHLEHTPAlUU BOAOPOAHBIX MOHOB (pH)
MOYH, OTIPEJIEIICHHUE YIeTBbHOTO Beca (OTHOCUTEIBHOM IIIOTHOCTH ) MOYH C 1I€JIbIO OLIEHKU
(YHKITMOHATTLHOTO COCTOSTHUSI MOYEK U OIEHKHA PHCKA/CBOEBPEMEHHOW IUArHOCTUKU
dhopmupoBanus KoHKpeMeHToB [30, 31, 48].

YpoBenb yoOenuTeJbHOCTH pekoMeHaauuid - C (ypoBeHb J0CTOBEPHOCTH
JA0KAa3aTeJbCTB — 4)

KommenTapuu: vacmoma ucciedosanuii onpeoensiemcs uHOusUOYaibHo

PexoMeHnayeTcsi mpoBeneHre YIbTpa3ByKoBoro uccienoanus (Y3M) opranoB OpromrHoit
MOJIOCTH (KOMILJIEKCHOE) U YJIBTPa3BYKOBOE HCCIEIOBAHUE MOYEK U HAAMOYEUHUKOB HE
pexe 1 pa3a B rox manmentam ¢ I'AJL U1 BBISIBICHUST AUCMETA0OINYECKUX HEPpOTaTHii,
HePPOKAIBIINHO3a, U3MEHEHUH CO CTOPOHBI MIEYCHU U MO KETy10uHOM jenessl [1,2, 15].
YpoBenb yOeaureJbHOCTH PpexkoMeHgaumid - C  (YpoBeHb [0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrtapuu: V31 opeanos oprownou nonocmu u nouek nposooumcs ne pexce 1 pasa
8 200. y Oemell nep8oco 200a peKoMeH008aHO boJlee Hacmoe Ucciedo8anue OJisi KOHMpOJis

COCMOAHUA, 0cobenHo npu ()eKOMI’leHCCllﬂ/{M.

Pexomenayercss o0yuuth poautenedt maumeHToB ¢ ['AJl mpaBwiam  opraHuzanuu
JUETOTEPAlIM U KOHTPOJIA 3a aJE€KBATHOCTBIO €€ IPOBEACHMS C LEJIbI0 IOBBIIICHUS
s dexruBHOCTH JTeuenust [1, 3,4].
YpoBenb yOeaureqbHOCTHM PpexkoMeHganmid - C  (YpoBeHb [0CTOBEPHOCTH

J10KA3aTeJILCTB — D)

PexomenayeTces JHMCIIAHCEPHBIN MpUEM (OCMOTpP, KOHCYJbTAIUs) Bpadya-TeHETHKA C IEIbI0
OIICHKH JWHAMHKH pa3BUTHs manueHToB ¢ ['AJl 111 CBOCBPEMEHHOTO BBISBIICHUS
HapYIICHU ¥ TPU HEOOXOAMMOCTH HATIPABIEHUS K COOTBETCTBYIOIIEMY CIIEITUAIUCTY JIJIst
HAOJIOICHUS ¥ KOppeKIuK JeueHus [15].

YpoBenb yOenurteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb JOCTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KommenTapum: cociacho mueHuro  paboueli  epynnbl  POCCUNICKUX — DKCNEPMOS,
yenecoobpasHo NPOBOOUNMb KOHCYIbMAYUU.!

- 68 6o3pacme 00 6 mec - He pedxce I paz 6 2 mec, ¢ 6 mec 0o 1 eo0a — ne pedce 1 paza 6
3mecaya

-c 1 200a 0o 12 nem — ne peace I paza 6 6 mecsyes

- cmapuie 12 nem e pesce 1 paza 6 200
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PexomenioBaHa npueM (0OCMOTp, KOHCYJIBTAIIMS) Bpada-TUeTOI0ra TIEPBUYHBIN 1 TTOBTOPHBIN
MarUeHTaM ¢ YCTaHOBJICHHBIM auarHo3oMm ['AJl Ay OIEHKW HYTPUTHUBHOTO CTaTyca,
OLICHKH 3 PEKTUBHOCTH AUETOTEPAIINY U €€ KOPPEKIMH IpU HeoOxoaumoctH [15,29].
YpoBenb yOenuteJbHOCTH PpexkoMengamuii - C  (YypoBeHb JOCTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenTapuu: namozenemuueckum memooom nevenus I’ AJI aensemcs ouemomepanus.
Yacmoma nocewenus epaya-ouemonoca - no nokazanusam. CoenacHo mueHuro paboueti
2PYNNblL POCCULICKUX IKCHEPMO8, 1e1ecO00PA3HO NPOBOOUMb KOHCYIbMAYULL:

- 68 6o3pacme 00 6 mec- He pedice 1 paz 6 2 mec, ¢ 6 mec 0o 1 eoda — ne pedce 1 paza 6
3mecaya

-c 1 200a 0o 12 1em —mue pesce I paza 6 6 mecayes

- cmapute 12 nem - ue peogice I paza 6 200

Knaccugpurayua muapywenus nympumusnozo cmamyca BO3 npeocmasenena 6

Ipunoowcenuu A3.4.

PexomenaoBana npuem (OCMOTp, KOHCYJIBTAaIlMs) Bpada-Tieuarpa/Bpada-TepancBTa/Bpada
oO1mel MpakTUKK (CEMEHHOro Bpayda) MEepBUYHBIM M MOBTOPHBIM mareHTam ¢ I'AJI mist
OIIEHKH OOIIETO COCTOSIHUS 3I0POBBS U ONIPEICICHUS TAaKTUKHK JaibHelei Teparnuu [15].
YpoBenb ybOenutreJbHOCTH PpekoMmengauuid - C (YpoBeHb [0CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

Kommenrapumn: ne peoice 1 pasa 6 6 mecayes. Obviuno kadxcovle 3 mecaya Ha nepeom 200y
HCUBHU, KadicOovle 4 Mecaya Ha 8Mopom 200) HCU3HU, Kadicovle 6 mecayes 0o 14 nem, oanee
— exce200Ho. B noopocmroeom eospacme 6 ce:3u ¢ He0OX00UMOCMbIO MOHUMOPUPOBAHUSL

N0JI068020 paA38UMuUsi — MO2Ym NOHA00Oumucs bonee yacmoie ocmompul [29].

PexoMenaoBana npuem (OCMOTp, KOHCYJIbTAIlMsI) Bpada-TepareBTa/Bpada oOIIel MpakTUKA
(cemeiiHOTO Bpauya) MEpPBUYHBIA W TOBTOPHBIM JUIsl TalMeHTa crapue 18 ner c¢
YCTaHOBJICHHBIM AuarHo3oM ['AJl ayns omeHkn oOIIero COCTOSHUS 370pOBbsl U
OIpe/IeTICHUs TAKTUKH JaibHei el teparmu [15].

YpoBenb yOenureJbHOCTHM PpexkoMengaumid - C (YpoBeHb [0CTOBEPHOCTH
A0KA3aTEJbCTB — 5)
KommenTapuu: ne pesice 1 paza 6 2o0.

PexoMeHayeTcsi €©XKETHEBHBIA OCMOTpP BpadOM-TIEIMATPOM C HAOIIOJCHHEM H  YXOJIOM

CpPEIHET0 W MJAAIIET0 MEIUIIMHCKOrO TE€PCOHala B OTIEICHUU CTallMoOHapa WIH

©KEIHEBHBI OCMOTp BpAauOM-TEPANlEeBTOM C HAOIIOJCHHEM U YXOJOM CpETHEro H
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MJIQJIIIEr0 MEAUIIMHCKOTO MEPCOHaNa B OTAEIEHUM cTanroHapa mamuentam ¢ 'AJl npu
TOCIUTAIN3AIMYI B CTALMOHAP JUISI MOHUTOPUHTA COCTOSIHUS U KOHTPOJIs JeueHus [15].
YpoBenb yOeaureJbHOCTHM PpexkoMengauuid - C (YpoBeHb [0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

PexomenoBaHa npueM (OCMOTp, KOHCYJbTAIlHMs) Bpada-raCTPOIHTEPOIIOra MEPBHYHBIA U
IIOBTOPHBIN NAIIUEHTAM C YCTAHOBJIEHHBIM JuarHo3oM I'AJI npu Hannuuu nokasaHu Jis
CBOEBPEMEHHOTO BBISBICHUS W/WIM MOHUTOPHHIA TaCTPOIHTEPOIOTHUECKON MaTOIOTHH
[43,44].

YpoBenb yOeaureJbHOCTH PpexkoMeHgaumid - C  (YpoBeHb [0CTOBEPHOCTH

JI0KA3aTeJILCTB — 4)

PexomenmoBana mpueM (OCMOTp, KOHCYJbTAIlMs) Bpaya-KapauoJora/Bpadya-iaeTcKoro
KapAuoJora MepBUYHBIN ¥ MOBTOPHBIN manueHTam ¢ ['AJl mo moka3aHusIM JUIsl OLIEHKH
BBISIBJICHHBIX KapIUOJIOTHYECKHX M3MEHCHUH U pellieHus Bompoca o Tepanuu [45, 20].
YpoBenb yoOeautTeqbHOCTHM PpexkoMmengauuid - C (YpoBeHb [0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

PexomenoBaHa npueM (CMOTP, KOHCYJIbTAIIMsI) Bpaya-HEBPOJIOTa EPBUYHBINA U TIOBTOPHBIN
naruenTam ¢ I'AJI mo nmoka3aHusIM JUIsi CBOEBPEMEHHOT'O BBISIBICHUS /UM MOHUTOPUHTA
HEBPOJIOTHYECKUX M3MEHEHUi [ 7].

YpoBenb yOeaurteqabHocTH pexoMeHaauuid - C (YypoBeHb [0CTOBEPHOCTH
10KA3aTeJILCTB — D)

Kommenrapuii: 6 cpednem, ¢ 6ospacma 2-3 nem - ne pexce 1 pasa 6 6 mecayes u He pedce
I paza 6 200 Ons e3pocavix nayuenmos. Ilpu eviasienuy He6poOIOSULEeCKUX HAPYULEHUL —

He0OX00UM OabHeuwUti MOHUMOPUHE OAHHBIX NposieieHull [7].

PexomengoBan mipueM (OCMOTp, KOHCYJbTAlMs) Bpaya-odTaipbMoiora MEPBUYHBIN U
noBTopHbli manueHTam ¢ ['AJl He pexe 1 pa3a B 3 rona ¢ 1enblo BBISIBJICHUS T1a3HON
naroJyioruu [7].

YpoBenb yOenurteJbHOCTH PpexkoMeHgauuii - C  (ypoBeHb J0CTOBEPHOCTH

A0KA3aTEJbCTB — 5)

PexoMeHnayeTcss KOHCYNbTAallMs —Bpada-3HJIOKPUHOJIOTA/Bpaya-IeTCKOTO  3HJIOKPUHOJIOTa
nesoukam ¢ ['AJI B mepuon muHumnyOeptara (6-12 mMec) W MO AOCTHKEHUHU HUKHEH

rpaHdibl  myOepratHoro  Bo3pacta  (8-10  yer) ¢ menbl0  JUArHOCTUKH

TMIIEPrOHA0TPOITHOIO Tuoronaausma [36, 37].
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YpoBeHb yOenuteJbHOCTH PpexkoMeHgauuidi - C  (YypoBeHb JOCTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

PexomenaoBana tnpueM (KOHCYJIbTAI[US) MEIMIIMHCKOTO TIICHXOJIOTa MEPBUYHBIN H
NOBTOpHBIA marenTam ¢ ['AJl npu Haauyuu MoKa3aHWM Uil OLEHKHM U KOPPEKIUU
TICUXOJIOTMYECKOTO COCTOSHUS U TICUXO0JIOTO-TIEJarOTHYECKOTO COMPOBOXKICHUS CEMbU HE
pexe 1 pasa B rox [15,45].

YpoBeHb yOeauTeqabHOCTH pexoMeHaanuidi - C (YpoBeHb [0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenTapuu: 0ns oyenku unmeniekma u Opy2ux U008 NCUXUYECKOU OesimelbHOCHU
nayuenmos ¢ I'AJI ucnonvzyrom coomeemcmayrowue npocpammsl u mecmol. Bo epems
nepexo0H020 nepuooda noOPOCMKAM 0COOEHHO He0OX0OUMA NCUXOLOSUHECKAs NOMOUb NO
BONPOCAM KOMMYHUKAYUU 8 cembe U obujecmee, npoghecCUoHaIbHOl opueHmayuu, OJis
acenuun ¢ TAJl axyewm cnedyem Oenamv axKyeHm HA BONPOCAX, CBA3AHHBIX C

bepemeHHoCmbvio.

PexomenaoBano mpueM (OCMOTp, KOHCYJIbTAIMs) Bpadya IO JiedeOHOW (DUBKYIbType
narueHTam ¢ 'AJI ¢ uenpio cocTaBieHus MaHa peadMINTalUY IPU HAIMYUH TOKa3aHHUH
[15, 45, 20].

YpoBenb ybOenutreJbHOCTH PpekoMmengauuid - C (YpoBeHb [0CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

KommenTapuii: maxoice 6 oxazanuu yciyeu no MeOUyuHCcKol peaounumayuu nayuenmam
¢ paccmpoucmeamu NUMAHUs, HAPYULeHUAMU O0OMeHa 8eujecme MOodcem yuacmeosanbs
8pay pu3uuecKol u peadunumayuoOHHOU MeOUYUHbl, a makdce opyaue Cneyualucmsl no

MeOUYUHCKOU peabuiumayuu, umerowue coomeemcmayiouwuti Onvlm.

Pexomenayercsi yuacTie B BEJACHHUH MAlMEHTOB C TalaKTO3eMHUEH MYIbTUIUCIUILTHHAPHON
KOMaH/bl CIICIIUAIMCTOB B CBSI3H C HAJTMYUEM Pa3HOOOPa3HBIX KIMHUYECKUX MPOSIBICHUN
rajakto3eMud [45].

YpoBenb yOenurteJbHOCTH PpexkoMeHgauuii - C  (ypoBeHb J0CTOBEPHOCTH
A0KA3aTEJbCTB — 4)

KommenTapuu: mocym 6vims HeoOX00uMbl nepsuyHvie U NOGMOPHLIE KOHCYIbMAYUU
spaua-Hepponoza/spaia-ypono2a/spaia-yponoca-aHoponoca demckozo, epaua-
uHpekyuoHucma,  8pava-aHeCmMesuUoL02a-peaHuMamonoed,  6paia-  KIUHUYECKO20

gapmakonoza, 8paua-3HOOKPUHOL02G/8PAYA-0EMCKO20 IHOOKPUHOI02d, 8paAya-aKyulepa-
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2UHeKoJlo2ca, MeduuuHCKozo ncuxojioed, n02oneoa u 0p 8 3aA8UCUMOCTU OM KIUHUYECKOU

cumyayuu.

Pexomennyerca mnanuentaMm ¢ ['AJl mpu OTCYTCTBHM CONMYTCTBYIOIIMX 3a00JieBaHHNA
MPOBOAUTHh MPOPHIAKTUYECKYIO BaKLIMHALHUIO C IENbl0 (OPMUPOBAHUA HMMYHHOMH
3alUTHI OpraHu3Ma oT HHQEKIHii o rpaduxy [49] .

YpoBenb yOeauTeabHOocTH pexoMenganuii - C (ypoBeHb [0OCTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

KommenTapuu: npu nanuuuu conymcemayrouux 3a601e8anutl paspeuletue Ha nposeoenue
NPUBUBOK  0aemcsi COOMEEMCMEYIOUWUM  CReyualucmom. Jlanuvle pexomeHoayuu
OCHOBAHbBL HA MHO20IeMHEM Onvlme pabomvl payeti, CReYUaIUsUPYIOWUXcs: Ha 1e4eHuy

nayuenmos ¢ 6 PQ.

6. Opranusanus oka3aHusi MeIUIUHCKOH MOMOIIH

IlokazaHnus JUIS IIAHOBOM rocuuTajan3aii B MCAUTTMHCKYIO OpraHUu3aiunio.

1. mpoBeneHHE NMATHOCTUKU M JICYCHUS, TPEOYIOIIME MPOIOIDKUTEIHLHOTO (JHEBHOE WIIN
KPYTJIOCYTOYHOE TpeObIBaHNE) MEAUIIMHCKOTO HAOJIIOJICHUS U MOHUTOPHHIA KIMHHUKO-
1abopaTOPHBIX MOKa3aTeNeH;

2. HEOOXOAWMOCTh TIPOBEICHHS PA3JIMYHBIX BHUIOB OKCIEPTU3 MM 00CIEeOBaHUS B
MEIUIIUHCKONW OpraHW3aluy TMPH HEBO3MOXKHOCTH TPOBEICHHUS HMX B aMmOyIaTOPHBIX
YCIIOBUAX (B TOM  4YHCIe oopmenue 3aKIIIOYECHUS (benepanbHOro
KOHCHUJIMYMa/BpadyeOHOW KOMHCCUN).

IlokazaHus JUIS BKCTDGHHOﬁ rocnyTalan3alui B MCAUTTMHCKYIO OpraHu3aInio.

1. octpeie yrposkarouue i KU3HU U Pa3BUTUS OCJIOKHEHUH COCTOSIHUS, TpeOyrouiue
HEOTJIOXKHOTO JIEYEHUs], B TOM YHUCJIE MHTEHCUBHOM TepaIuu, a TaKXKe KPYIJIOCYyTOYHOTO
MEIUIIMHCKOTO HAOJIIOJICHUM M TPOBEJNCHMS CIEUUAIbHBIX BUIOB O0CIENOBaHUSA H
JICUYCHUH.

IToka3aHus K BBITTHCKE narucHTa U3 MeﬂHHHHCKOﬁ OpraHu3alvm.

1. oTcyTrcTBHE yrpo3bl JUIsl )KM3HU MAIlMEHTa U YIPO3bl Pa3BUTHS OCIOKHEHUH, TPeOYyIOmuX
HEOTJIOKHOTO JICUEHHUS NP 3aBEPIIECHUE JUATHOCTUYECKUX MEPOIPUITHI.

2. cra0wim3anusi COCTOSHUS H  OCHOBHBIX  KJIMHHKO-JTA0OPATOPHBIX  IOKa3aTeseu
MATOJIOTUYECKOT0  Mpolecca, OTCYTCTBHE HEOOXOAMMOCTH B  IPOJOJIKUTEILHOM
MEAUIIMHCKOM HAOIIOICHUH (JIHEBHOE WU KPYTIIOCYTOYHOE MPeObIBAaHUE);

3. HEoOXOAMMOCTh TiepeBofa OOJBHOTO B JPYTYI0 MEIUIIMHCKYIO OpTaHHW3aIUi0 WIH

YUpEXJIEHUE COLUATBHOTO 00eCeYeHHU .
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7. lonotauTEeNbHAS HH(pOpManus (B TOM 4ucJie (PAKTOPbI, BJAUSIOIINE HA

HCXO0/1 3200J1eBAHNS UJIM COCTOSIHUA)
Ha ucxon u reyenue 3a60sieBaHUs BIUSIOT CPOKH YCTAHOBJICHHUS IUAarHO3a CBOEBPEMEHHO
U aJIeKBaTHO Ha3HA4Y€HHas JUETOTEpaIlns U MEPONPUATHS HEOTIOKHOM MOMOLIM (IIepeuBaHne
KpPOBH, KOMIIOHEHTOB KPOBH, UH(DY3UOHHAS Teparnusi).
[Iporuo3 3a6o1eBanus HEOIATONPHUATHBIN MTPH MO3THO JTUATHOCTUPOBAHHOMN TSHKENOM
¢dopme ramakTo3emMuu (B CBA3H C OTCYTCTBHEM IPOBEACHUS CKpuHUHTa). [Ipu pannem

Ha3HA4YCHUU JUCTHUYCCKOIO JICUCHUA JCTU MOT'YT pa3BUBATbHCA HOPMAJIbHO.
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Kpurepuu ouneHky kayecTsa MeJUIMHCKON OMOLIHU

Kpurepun oneHKH KayecTBA NEPBUYHONH MeIMKO-CAHUTAPHONH MOMOIIH

OrneHka
No /it Kpurepun orienku kauectna
BBITIOJIHCHUS
Brinonnen npuem (0CMOTp, KOHCYJIBTALIMS) Bpaya-TeHETHKA
1. p ( P, Y uws) Bp Ha/Her

MIEPBUYHBIN (IIPU YCTAHOBJICHUU JUArHO3a)

BeimosHeHO ucciieioBaHie YPOBHS T'aJIaKTO3bl B KPOBH (IIpH
2. HEOHATAJTbHOM CKPUHUHTE W/WJIH MIPU YCTAHOBIICHUU JUArHo3a, Ha/Her
W/ TIPU TUCTIAHCEPHOM HAOJIFOICHUH )

BBbIMoJIHEH KOMITIEKC UCCIICAOBAHUM [Tl JUATHOCTHKH
3. raJlakTo3eMuu (TP YCTAaHOBJICHUH JMArHO3a W/WJIN TIPH CHUKCHUH Ha/Het
aKTUBHOCTH (pepMeHTa ranakTo3o-1-pocharypuaunrpancdepasbr)

BrImonHeHo Ha3HAYEeHUE CYXOW CHeMATH3UPOBAHHON cMecH 0e3
JIAKTO3bI WM CHEUATN3UPOBAHHOTO IPOYKTA AETCKOTO
JTUETUYECKOTO JICUeOHOr0 MUTAHUS JIJIsl ACTeH paHHEro BO3pacTa,

4, . . . y . Ha/Het
CMECH CIEeLUATU3UPOBAHHON CyX0il 0€371aKTO3HOH (MENIKuil Cyxon
MOPOIIOK) (IeTAM 110 7 JET, MPU KJIACCUYECKOU rajlakTo3eMuu 1 u 2
THIIA)
Kpurtepuu onieHKH KayecTBa CeNHATU3NPOBAHHON MeANIMHCKOH MOMOLIHU
Onenka
Ne n/nt Kputepun onieHKH KadyecTBa 1
BBINOJIHEHUS

BrinosiHeH eXeqHEBHBIN OCMOTP BpaduOM-TIEIUATPOM C
HAOIIO/IEHUEM B YXOJOM CPETHETO ¥ MIIAIIIET0 MEAUIIHHCKOTO
1. MepcoHasa B OTACICHNUH CTAIMOHAPA WJIU €KETHEBHBIN OCMOTp Ha/Her

BpauoOM-TEpaneBTOM C HAOIIOJEHUEM U YXOJ0M CPETHETO U
MJIQIIET0 MEIUIIMHCKOTO TEPCOHAIA B OTACJICHUH CTallMOHApa

BrinonHeHo Ha3HaUYeHUE CyXOol CrelMaIu3upOBaHHON cMecH Oe3
JIAKTO3BI MJIM CHENHUATN3UPOBAHHOTO MMPOAYKTA AETCKOTO
JMETUYECKOro JIe4UeOHOro MUTaHMs Ul JeTel paHHero Bo3pacra,
CMECH CIIeUaIu3uPOBAHHON cyX0il 0€3/1aKTO3HOH (MeNKuil cyxoin
MOPOIIOK) (IeTsIM 710 7 JIeT, P KJIACCHUECKOW rajakTo3eMuu 1 u 2
THUIIA)

Ha/Het
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AN I

HeseBasi ayuTOPUS JAHHBIX KIMHHUYECKUX PeKOMeEH1alMii:

. Bpauun-neauarpsl

. Bpauu-renetuku

° Bpauu-nueronoru

o Bpauu-ractposnreponoru

o Bpa4n-3HAOKPUHOJIOTH

o Bpaun-tepaneBTsl

. Bpauu o01ieit npakTuku (ceMelHble Bpaun)
. Bpauu-neonaronoru

. Bpauu-nespoioru

. MeauuuHCKHe NICUX0JI0TH

. Crynentsl MeguuuHckux BY 308, opanHaTopsl.

Metoabl, HCIIOJIb30BaHHbIE 1JIs1 cOOpPa/ceIeKINH J0KA3aTeIbCTB:

MIOKMCK B 3JIEKTPOHHBIX 0a3ax JaHHbBIX.

Onucanue MeTO10B, MCIOJIb30BAHHBIX /151 c00pa/cesIeKIMHU 10KA3aTeJIbCTB:

JI0Ka3aTelNbHOM 0a30i /i1 peKOMEHJAlMi SBJISAIOTCS MyONMKalWu, BOIIEIIINE B
Koxkpanosckyto Oubnuorexy, 6a3sl nanasix EMBASE u MEDLINE. I'ny6una noucka coctasisiia
25 ner.

MeTtoasbl, HCIIOJIB30BAHHBbIE VISl OLEHKH KA4eCTBA H CHJIBI 10KA3aTeNbCTB:

. Koncencyc skcnepros;

. OrneHKa 3HaYUMOCTH B COOTBETCTBUH C PEUTUHIOBON CXEMOH.

MeToabl, HCII0JIB30BAHHbIE AJISI AHAJIHM3A 10KA3aTEJIbCTB:

. 0O0630pbI ONTYOJTMKOBAHHBIX METa-aHAIU30B;

. Cucremaruueckre 0030pbl ¢ TAOIUIIAMH JIOKA3aTEIbCTB.

Onucanue MeTOA0B, MCIIOJIB30BAHHBIX /ISl AHAJIHU3A 10KA3aTeJbCTB:

IIpu orbope nyOnukauuii Kak MOTEHIMAJIbHBIX HCTOUYHUKOB JI0KA3aTEJIbCTB
UCTIOJIb30BaHHAs B KaXKJIOM MCCIIEJOBAHUU METO/I0JIOTHS U3Y4aeTCsl ISl TOTro, UTOOB! yOeaUThCs
B €€ BaJIMJHOCTU. Pe3ynbTaT mM3yueHus BIUSET Ha YPOBEHb JI0OKA3aTEIbCTB, MPHUCBANBAEMBbII
myOJIMKaIUK, YTO, B CBOIO OUYEPE/Ib, BIUAET HA CUITY BHITEKAIOLIUX U3 HEE PEKOMEH M.

Ha nporecce onieHKH, HECOMHEHHO, MOXKET CKa3bIBaThCA U CyOBEKTUBHBIN (akTop. s
MUHHMH3ALUU TOTEHIUAIBHBIX OMIMOOK KaX/10€ UCCIIeOBaHNE OIICHUBAIOCh HE3aBUCUMO, T.€.

10 MEHbILIEH Mepe OBYyMsI He3aBUCUMBIMHU WieHaMHu pabouelt rpynmsl. Kakue-nmubo pasnuyus B
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OIIEHKaX OOCYXIAJIMUCh BCEH TPYMION B MOJHOM cocTaBe. [Ipu HEBO3MOXXHOCTHU JOCTHIKEHUS

KOHCEHCYCa IPUBJIEKAJICS] HE3aBUCUMBIN IKCIIEPT.

Tabanubl 10Ka3aTENBCTB:

Tabnuipl JOKa3aTENbCTB 3AMONHITUCH YWieHAMH pabodeil rpymbl.
MeToabl, MCII0JIb30BAaHHBIE ISl GOPMYJIMPOBAHUSA PEKOMEHIALMIA:
KoHncencyc skcnepros.

Tadauua 1.11lkana olleHKH YpOBHEH JOCTOBEpHOCTH J1okazaTenbCeTB (Y A1) metonoB

JUAarHOCTUKH (I[I/Ial"HOCTI/I‘ICCKI/IX BMeH_IaTeJ'II)CTB)

YA Pacumn¢pposka

1 Cucremarndeckue 0030pbl UCCIEAOBAaHUN C KOHTPOJIEM pedepeHCHBIM METOJIOM WIIH
CHCTeMaTH4YeCKHii 0030p pPaHIOMU3UPOBAHHBIX KIMHHYECKUX HCCICIOBAHUHA C
MPUMEHEHHEM MeTa-aHan3a

2 OTnenbHBIE WCCIENOBAaHUS C KOHTPOJEM pedepeHCHBIM METOJOM HWIIH OTAENbHBIC
PaHJIOMU3HPOBAHHBIE KIMHUYECKUE HCCIEAOBAHUS W CHCTEMaTHYeCKUE 0030pbl
UCCIIeIOBaHUM  mr000ro  au3aiiHa, 3a  HMCKIIOYEHHWEM  PaHIOMU3HPOBAHHBIX
KIIMHAYECKUX UCCIIEIOBaHMM, C TPUMEHEHHEM MeTa-aHaIn3a

3 HccnenoBanust 0e3 TOCIENOBATEIBHOTO KOHTPOJS pedEepeHCHBIM METOJ0M  HIIH
UCCIIEIOBAaHMSI € pPe(EepeHCHBIM METOJO0M, HE SBIISIONMMCS HE3aBUCHUMBIM OT
MCCIIEyeMOT0 METO/Aa UM HEPaHIOMH3UPOBAHHBIC CPABHUTEIIBHBIC UCCIICAOBAHUS, B
TOM YHCJIe KOTOPTHBIE UCCIIEOBAHUS

4 HecpaBHuTensHbIe HCCIeIOBaHUS, ONMTUCAHHE KIMHUYECKOTO CyYast

5 Nmeetcs nuis 000CHOBaHUE MEXaHU3Ma ACHCTBHS UM MHEHHE SKCIIEPTOB

Ta6auna 2.11Ikana omeHKN ypoBHEH A0cTOBepHOCTH JIoKa3arenbeTB (Y I /1)ans meronos

npoQUTAKTUKH, JTEUEHUS U peabumuTanuu (MpopunakTHYecKux, JeueOHbIX, peabuIUTaIIMOHHBIX

BMEIIATENHCTB)
YA Pacuu¢poska
1 | Cucremaruyeckuii 0630p PKU ¢ npumenennem Meta-aHanuza
2 | Orgenpabie PKU u cucrematnueckue 0030pbl HCCIENOBaHUM TIOOOTO W3aiiHa, 3a
nckiroueHrnem PKH, ¢ mpumenenneM Mera-aHanusa
3 | HepanmomusupoBaHHbIE  CpaBHHUTENbHBIE  HCCIEAOBaHWSA, B T.4. KOTOPTHBIE
WCCIICTOBAHUS
4 | HecpaBHHUTENbHBIE UCCIIEIOBAHNUS, OTTMCAHUE KIMHUYECKOTO CIIyJasi WU CEPUU CIIYYacB,
MCCJIEIOBAHUS «CITYYai-KOHTPOJIbY
5 Nmeercs nmume 000CHOBaHWE MEXaHW3Ma JCHCTBUS BMEMIATENbCTBA (JIOKIMHUYECKHE
MCCJIEI0BAHMS]) WJIM MHEHHE DKCIIEPTOB
Tab6auuna 3. [Ikana onenku ypoBHe# yoenutensHocTH pekoMeHaanuii(Y YP) nns metooB
npoQUIaKkTUKKA,  JAUArHOCTUKM,  JieyeHUs U peabumutaimu  (IpoUIaKTHYECKHX,

JTNAarHOCTHYECKUX, JICYCOHBIX, PEaOMIIMTAIIMOHHBIX BMEIIATEIbCTB)

\ YYP \ Pacuugposka \

o1




A CunbHast pexomeHaamnus (Bce paccMaTpuBaeMble KpuTepuu 3(PPEeKTUBHOCTH
(I/ICXOI[BI) SABJIIIOTCA BaXXHBIMHM, BCC HCCICIOBAHUA HMMCIOT BBICOKOC HWJIN
VIIOBJICTBOPUTEILHOE  METOJIOJIOTUYECKOE  KadeCTBO, WX  BBIBOJBI IO
HMHTEPECYIOIIMM UCXO0JIaM SIBJISIFOTCS] COIVIACOBAaHHBIMU )

B YcioBHas pekoMeHanus (He BCe paccMaTpuBaeMblie KpUTEpUH 3PPEKTHBHOCTH
(I/ICXOI[BI) SABJIAIOTCA BaXHBIMH, HE€ BCC HUCCICAOBAHHA HMMCIOT BBICOKOC HIIHU
YIIOBJICTBOPUTEILHOE METOJOJOTHYECKOE KauyeCTBO W/WIM WX BBIBOJBI 10
HHTCPCCYIOINUM UCXOAaM HEC ABJIAIOTCSA COFJIaCOBaHHBIMI/I)

C Crnabas pexoMmeHaanus (OTCYTCTBHE IOKA3aTEILCTB HAJISKAIIETo KayecTBa (Bce
paccMmarpuBaeMbie KpuTepuu 3P (HEKTHBHOCTH (MCXO/bI) SBISIOTCS HEBAKHBIMU,
BCE MCCIICJIOBAHMUS IMEIOT HU3KOE METOA0JIOTMYECKOE KAYeCTBO M UX BBIBOJIBI 11O
HHTCPCCYIOIIUM UCXOAaM HEC ABJIAIOTCA COFJIaCOBaHHBIMI/I)

IMopsinok 00HOBJIEHUS] KIMHUYECKUX PEKOMEHIALMIA.

Mexanu3sm  OOHOBJICHHS ~ KIMHUYECKHMX  PEKOMEHJIAlUW  MpelycMaTpuBaeT  HX
CHUCTEMAaTHUYECKYIO aKTyaJIN3allli0 — HE PEKE YeM OJIMH Pa3 B TPH I'0Jla,a TAKXKe MPH MOSBICHUU
HOBBIX JIaHHBIX C TMO3MIMH J0KA3aTeIbHON METUIIMHBI MO0 BOMPOCAM JIMArHOCTUKH, JICUCHUS,
NpOPUIAKTUKH W peadWIUTalud KOHKPETHBIX 3a00JIeBaHHM, HAIMYMU OOOCHOBAHHBIX

JOTIOTHEeHU/3aMeuanuil K panee yrBepkaéHHbiM KP, HO He yaie 1 pa3a B 6 Mecs1eB.
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Ipunoxenne A3. CipaBo4Hbie MaTepHAJIbI, BKIKYas COOTBETCTBHE
MOKA3aHUH K IPUMEHEHHUIO U MPOTHBONOKA3AHM, CII0CO00B NPUMEHEHUA U
1103 JIeKAPCTBEHHBIX NPENapaToB, HHCTPYKIHMHU 110 IPMMEHEHHI0

JJEKApPCTBCHHOI'0 IIperiaparta

1. [Tpuka3 Munznpasa Poccun ot 21 anpenst 2022 roga Ne 2741 «O0 yTBepKIeHUN
[lopsinka oOKa3aHWs MEOUIMHCKOM TOMOIINM MAlUeHTaM C BpPOXIEHHBIMU U (WIH)
HACJIEICTBEHHBIMU 3a00JIEBaHUSMU)

2. [Tpuka3 MuHucTepcTBa 31paBOOXPAaHEHUSI U COLMAIBHOrO pa3BuTus PO or 16
ampesst 2012 1. N 366H "O06 yrBepxaeHuu [lopsnka okazanus rneguaTpuaeckoi momomu"

3. [Tocranosnenue IIpaBurennbctBa Poccuiickoit @eaeparuu ot 9 anpensa 2015 roaa
Ne333 "OO6 yrBepxaenuu [IpaBun dhopMupoBaHUS MEPEYHsS CHEIMATU3UPOBAHHBIX MPOIYKTOB
J1IeueOHOro MUTAHUA VI NeTeH-UHBAINI0B"

4, ®denepanbHbIii 3ak0H 0T 25.12.2018 Ne 489-D3 «O BHECeHUN H3MEHEHHH B CTATHIO
40 denepanpHoro 3akoHa "OO o00s3aTeIbHOM METUIIMHCKOM CTpaxoBaHWU B Poccuiickoit
Oenepannn" n dOenepanbHblii 3akoH "O0 OCHOBaX OXpaHbI 370pOBbs I'pakaaH B Poccuiickoi
Oenepannn" Mo BOMpocaM KIMHUYECKUX PEKOMEHIAIUN»

S, [Tpuxa3z Munznpasa Poccun ot 28 despans 2019 r. Ne 1030 «O06 yTBep:xaeHUN
MOpsZIKAa M CPOKOB Pa3padOTKH KIMHUYECKUX PEKOMEHIAINi, UX MepecMoTpa, TUIOBOK (OpMbI
KIIMHUYECKUX pEeKOMEHJAalni U TpeOOBaHMH K HX CTPYKType, COCTaBy M HAy4YHOU
000CHOBAHHOCTH BKJIFOYA€MOM B KIIMHUYECKHE PEKOMEHAAIIUN HTHHOPMAITII

6. [Mpuka3z MunsapaBa Poccun ot 13 okrsaops 2017 . N 804n "OO6 yTBepkaeHUH
HOMEHKJIATYpbl MEAUIIUHCKUX yCIIyT"

7. [Tpuka3 MunzapaBa Poccun ot 2 mas 2023 r. N 2052 "OOG yTBepkIaeHUU

Homenknatypbl 107KHOCTEH MEIUIIMHCKUX PAaOOTHUKOB U (papMalieBTUYECKUX PaOOTHUKOB'".
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Ipunoxenne A3.1 XumMu4ecKnid cOCTaB cMecel 1JIs1 HCKYCCTBEHHOI0

BCKapMJ/IMBaHHUsI, HE COAECPRAINUX JIAKTO3Y, KOTOPBLIC MOTYT HCIIOJIB30BATHCHA

B JJUETOTEPANMH TPYAHBIX AeTel ¢ ranakrozemuei (r/ 100 mur)

(Bxmtouenbl B Pacnopspkenue IlpaButensctBa PO ot 11.12.2023 N 3551-p «O6

YTBEP)KJICHUH TEPEYHs CIEHUATU3UPOBAHHBIX IMPOAYKTOB JICYEOHOr0 NHUTAHUS s JeTeil-

HUHBAJIHIOBY)

HasBanue cmecu

HcTouHnK
oeaka

KauecTBeHHBI
i cocTaB
yIJ1€BO/I0B

XuMHYeCKH I
COCTaB, I

Beax

Kup
bl

YriaeBon
bl

JHepreTuny
cKasi
HEHHOCTh,
KKaJI

(¢

Creunanu3upoBaHH
BII POAYKT
JETCKOTO
JTUETUYECKOTO
7e4eOHOr0 MHUTAHUA
JUIsL AETEd paHHEro
BO3pacTa Ha OCHOBE
n30JIsTa COEBOI'0
o6enka  "Hyrtpunax
(Nutrilak) Premium
CcoAa" u
"MHOATIIPUM
(InfaPrim) Premium
C O M wrr

(cyxast cMech)

N3o0mat
COEBOTrO Oenka

Cupon
TITFOKO3BI

1,8

3,6

6,8

67

CriennanusupoBaHH
bII IPOAYKT
JE€TCKOTO
JUETHUYECKOTO
7e4e6HOro0 MUTaHUA
JUIsL JIeTeid paHHEro
BO3pacTa, CMECh
crenuaIn3upoBaHHa
s cyxas
0e31aKTo3Has
"Hyrpunax
(Nutrilak) Premium
besnmakro3nbiii" U
"MHOAIIPUM
(InfaPrim) Premium
beznakro3ubiit"
(Menkwuii Cyxon
IIOPOILIOK)

CpIBOpOTOYH
BIl O€JNIOK:
Ka3€MHOBBIN
oemok 50:50

Cupon
TJIIOKO3HI,
MaJIbTOJIEKCT
pUH

1,4

3,45

7,4

66
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Ipuaoxenne A3.2 [IpoaykTsl, cogeprkaiiue ralakTo3u/bl, 1 6orarbie

TNIMKONIPOTEUHAMUA

T"amaxTo3uasl

- 6000BBIE (TOPOX, 600BI, (hacoib, YeUEBHUIIA, MAIIl, HYT) - COS (HO HE U30JISIT COEBOTO OelKa);
- IIIIAHAT;

- KaKao, IIOKOJIa/;

- OpEXH.

I'inkonpoTenHbl

- TIEYCHb, IIOYKH, MO3TH H JPYrUe CyOIPOIYKTHI,
- IEYCHOYHBIN MAIITET, JIMBEPHAsI KOJI0aca;
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IIpunoxenue A3.3 IlpumepHbie CPOKHU BBEeACHHUS NPUKOPMA eTSIM NEPBOro

roaa *Ku3Hu € rajaxkro3eMmuen

IIpumepHas cxema BBEJIEHUS IPOAYKTOB OOJIbHBIM I'aJJaKTO3EMUEHN MEPBOT0 IO1a KU3HU

HaumeHoBaHHe MPOIYKTOB U Bospacr, mec
0J1r0/1; I, MJI 4-6 7 8 9-12
OBoIIIHOE MIOpe 10—150 150 150 150
be3monounas kama 10—150 150 180 200
MsicHoe mope* 5-60 70 80 90—100
Pr16HOE mIOpe - - 5-30 30-60
Kentox** - - - 1/8
DpyKTOBOE MIOpE 5-60 70 80 90—-100
DPYKTOBBIN COK - - 5—60 80—100
PacturenpHOE Macio 1-3 57 6-10 6-10
Xneb, cyxapu (mpu OTCYTCTBUHU B - - 5 10
HUX MOJIOYHOM COCTaBJISIIOIIICH )
[Teuenne (pm OTCYTCTBUH - - 5 5
MOJIOYHOM COCTaBJISIFOIIEH)
TBopor, cbip
Kedup u Ipyrue
HEeaJanTHPOBAHHbBIE KHCIIOMOJIOYHBIC
ULILLEES " He ncnions3yrores
Xned NIICHUYHBIN, cyxapu,
NMeYeHbe M Jpyrue  xjeboOynodHbIe
W3MIENUsl,  COJEpIKAIIHe  MOJIOKO |

MOJIOYHBIC ITPOAYKTHI

Ipumeuanue. * — c 6 mec, ** — He panee 10 mec.
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IMpuaoxenne A3.4. BO3: nnarHocTUYeCKUE KPUTEPUH HEAOCTATOUHOCTH MUTAHUS

Hapyuienne 0-5 Jer 5-19 jer
Heduuut maccel Tena MT/Bo3zpact HNMT/Bo3pact
JIETKOU CTEIEHU MT/poct <-1SD no -2SD

<-1SD no -2SD
Jlebuuut Macchl Tena MT/Bo3pact NUMT/Bo3pact
CpenHel cTeneHu MT/poct <-2SD no -3SD
<-2SD no -3SD
Tsoxenblid qeunuT MT/Bo3pact NUMT/Bo3pact
Macchl Tena MT/poct <-3SD
<-3SD
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Ipunoxenne A3.5. PacundpoBka npumeyanuii

** HeKapCTBeHHBIfI npenapar ajisi MEANLIUHCKOIO IIPUMCHCHUA, BHECCHHEIN B IEPCUCHDb
KHN3HCHHO H€O6XOI[I/IMBIX A BaKHEUIIMX JICKAPCTBCHHBIX IIp€raparoB A MEAUIMHCKOI'O

MMPUMCHCHUA

# 5exapCTBEHHBIM Tpemapar Uil MEIUIUHCKOTO NPUMEHEHHsS, HCIOJIb3YeMbId B HE
COOTBETCTBUH C MOKA3aHUSAMH K IPUMEHEHHUIO U POTHBOMOKA3aHUSAMH, CIIOCO0aMU TIPUMEHEHHS
¥ J103aMH, COACPXKAIMMKCS B MHCTPYKIMHU 110 MPUMEHEHHIO JieKapcTBeHHOro mperapara (0ff-
label), ¢ paspemienust JlokaabHOro0 STHYECKOTO KOMHTETa MEAWIIMHCKOW OpraHu3auuu (Ipu
HAJIMYHH), C YCIOBHEM IOIIMMCAHHOTO MH(POPMHPOBAHHOTO COTJIACHS POJHUTEINCH (3aKOHHOTO

MpEJICTaBUTENS) U MAllMeHTa B Bo3pacTte cTapuie 15 net

*AKE crienuanu3upOBaHHBIM MPOJAYKT Je4eOHOro MUTAHUS, BKJIIOYEHHBIM B IEpEYCHb

CIICHHUAIM3UPOBAHHBIX ITPOAYKTOB JIEYeOHOTO MUTAHUS JIIA IIGTCfI-HHB&JIHI[OB.
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Ipuioxkenue b. AlropuTmMsl 1eHCTBUH Bpaya

NONO¥WUTENLHLIN HEOHATANLHLIA
CKPMHMHI MW NAUWEHT C
nogoapeHuem Ha ranakTo3emuio

nogreepxiaowan AMarHoCcTUKa

KOHCYNETaLMS
npogUNEHoro AnarHos
cneynanucra MOATBEPXAEH
Ha3Ha4YeHwe ﬂHeTOTepaI_IHH
avcnaxcepHoe Habnogexne
aHanua
AA HET
AVHaMUYECKOe aMeToTepanus KIMHUYECKMX 1
nabniogexue achhekTUBHA naGopaTopHbix
AaHHBIX
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IIpunoxenune b.1 Anropur™Mm npoBeeHusi CKPMHMHIA HA TAJIaAKTO3EMHUI0

ToTtanbHasa ranakrosa
B BbICYLUEHHbIX NATHaxX KpoBu*

) v v
<7,5 mr/gn 7,5-15 mr/gn >15 mr/an
¥ v L\ J
Knaccuyeckas Petect MlocnuTanusauus,
ranakrosemus ‘ Ha3Ha4yeHune aueThbl
ncKnYyeHa X
A A4 Y
<7,5 mr/gn >7,5 mr/gn

Onpepenenue aktuBHocTn FAJTT**,
YyacTble myTauum B reHe GALT

v v v
AKTUBHOCTb AKTUBHOCTb AKTUBHOCTb
FANT <10% FANT 10-75% FANT — HopmMma,

| [ YyacTbIX MyTaUun HET

A

OpHa yacTas OpHa yacTtas
BE YacTble OpHa yacTas
A MyTauus/HeT A myTaums/
MyTauum . MyTauus
4acTbIX MyTauUuMi BapuaHT [lyapTte
| |
¢ Y
o n4yeckan
MonHbIM aHanu3 :(;J_? :lf'roaeecms q
reHa GALT
UCKIIoHEeHa
[Bee myTtaumm OpHa myTauusn
Y Y
Knaccuyeckas Conocrtaenexue ||do6pokadvecTBeHHas || WccnepgoBaHue
ranaktosemus KITMHUYECKNX «ranakTo3emMus», reHoB
nogTeepXaeHa M nabopatopHbIX ranaktosemus/ GALK v GALE
OaHHbIX, Hyaprte,
KoppeKuusa Oyapte/dyaprte,
Tepanuu HOCUTENbLCTBO

L) A

* — HOBOPOXJEHHbIE HA eCTECTBEHHOM BCKapMIIMBaHUM
** — [0 Ha4ana Tepanuu



Hpuinoxenue B. Undopmauus 1/ manueHra

YTO TAKOE I'AJIAKTO3EMMUA?

INanakTo3eMuss — oOJlHA M3 HACJEACTBEHHbIX Oose3Hel oOMeHa BelecTB. 3a0oJieBaHME
BO3HHUKAET, €CIIU y peOCHKAa OTCYTCTBYET CIIOCOOHOCTH PaCLICIUISATH caxap, COACpKAIIUNCS B
MOJIOKE. DTO MPOUCXOAUT U3-3a HAPYIIEHHUs (MyTaIllMH) B CTPYKTYype reHa, KOTOPBIH OTBEYaeT 3a
CHHTE3 (pepMEHTa, YYaCTBYIOIUX B OOMEHE IajaKTOo3bl, OHOTO U3 MPOCTHIX caxapos. ["amakTo3a
U e€¢ MPOU3BOJHbIE HAKAIUIMBAIOTCS B KPOBU U TKaHSX, OKa3bIBas TOKCHYECKOE JieiicTBHE Ha
[EHTPAJIbHYIO HEPBHYIO CHCTEMY, MEYEHb M XPYCTAIMK IJIa3a, YTO ONpPEAEIsSeT KIMHUYECKUE
NpOsIBJICHUS O0JIe3HU.

KAK YACTO BCTPEYAETCSHA I'AJTIAKTO3EMUA?

lNanakTozemMuss — penkoe 3aboseBaHue. YacToTa TrajgakTo3eMUM B CpPEIHEM B MHUpE
cocrasisieT 1: 60 000- 1: 70 000. BrigensitoT HECKOIBKO (hOPM TaakKTO3EMHUH, B 3aBHCUMOCTH OT
TOTO B KAKOM M3 T€HOB IPOM30IIA MYTAIHs, IPH STOM HOJABIISAIONIEe OOJNBIIMHCTBO CIy4YacB
3a0oneBanus o0ycnoBieHo myTauusiMu B reHe GALT (koaupyer gpepmeHT raiakto3o-1-docdar
ypuauaTpaHchepasy) u IpUBOAAT K rajakTozeMuu 1 tumna. Taxoke BbIIENSIOT OT/AEIbHbIN BapuaHT
rajaktrozeMuu 1 Tuna — ramakrtozemuto Jlyapre, rnpu KOTOpod akTHUBHOCTH (epmenta ['AJIT
HECKOJIbKO CHMKEHA, YPOBEHb TaJIAKTO3bI IMOBBIIICH, HO TSDKENIbIE KIMHUYECKUE MPOSBICHUS
00JIe3HM HE Pa3BHBAIOTCS W OOJBIIMHCTBO M3 TE€X, KTO UMEET 3TOT BAPHUAHT HE HYKIAIOTCS B
JTMETOTEpaIuu.

JIBa Npyrux TUIa rajakTo3eMUU — THI 2 U THI 3 BCTpeUaroTcs KpaitHe peJko.

KAK ITPOSABJIAAETCSI TAJIAKTO3EMMUASA?

[epBbIie MpU3HAKK rajaToe3eMHUH | THTIA MOTYT MOSIBUTHCS YK€ Ha IIEPBO HEJENe )KU3HU
HOBOPOXKJICHHOTO, M OHM CBS3aHbl C HapylIeHHeM palOoThl Me4YeHH. Y HOBOPOXKJIECHHOIO
HaOJr01aeTCsl KeNTyXxa U CHUKEHHUE YPOBHS IIIOKO3bl B KPOBH, YBEIMUYEHHE Pa3MEPOB >KUBOTA.
3areM MOTYT BOSHHKHYTH CUMITTOMBI ITOPAKEHUsI HEPBHOM CUCTEMBI, a TAK)KE PBOTA, CPHITHBAHUS
U IpyTHe HApYIICHHUS CO CTOPOHBI KeIyJOUYHO-KUIIEYHOTO TpakTa. Y OOJBHBIX ralakTo3emMuei |
TUIA, HE TOJYYaIOUIMX TEpPamuio, Pa3BUBAETCS LMPPO3 MEUEHH, KaTapakTa. DTHUX TSKEIbIX
KJIMHUYECKHX MPOSBICHUN TallakTO3eMUHM MOXKHO H30eXaTb, €ClM BOBpEeMs HayaTb JICUHUTh
pebenka. [Ipu oTcyTCTBUM JiedeHMsI I€TU C TajakTo3emueil 1 Tuma nmorubaroT Ha IEPBOM IOy
KH3HH.

KAK HACJIEAYETCSA I'AJIAKTO3EMUSA?

["amakTo3eMusi OTHOCUTCS K HACJIEACTBEHHBIM 3a00JIEBaHUSIM M TMeEpedaercss 1o
ayTOCOMHO-PELIECCUBHOMY THUIy. DTO 3HAYUT, YTO OOJIE3Hb MPOSIBIAETCS TOJIBKO B TOM CIy4ae,
eciu 00a poAUTENs ABJISAIOTCS HOCUTENIAMU U, XOTSI CaMM OHM He 0OJIEIOT, IIepeatoT peOeHKY /1Ba

NOpaXEHHBIX TeHa. BONBIIMHCTBO ceMmel, rie ecTb peOeHOK C O3THUM 3a00JeBaHUEM, HE
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CTAJIKUBAJIMCh PaHbIIIE ¢ TOJ00HOM MpobieMoi. PUCK MOBTOPHOTO POXKIAEHUST OOJILHOTO peOeHKa
B CEMbE, IJIe YK€ €CTh JETHU C raJlakTo3eMHeH, cocTaBisieT 25% Ha Kaxayro 6epeMeHHOCTb.

Bce cembu ¢ ramakroe3mueil 0053aT€NbHO JIOJDKHBI MPOUTH MEIUKO-TEHETUYECKOE
KOHCYJIbTUPOBAHUE U MOJYYUTH MOJIHYI0 HH(OPMALIMIO OT Bpaya-reHEeTHKa O PUCKE TOBTOPHOTO
poxkaeHus peOeHKa ¢ JaHHBIM 3a00JIeBaHHEM B CEMbE, 0OCYAUTDH CO CIIEUATMCTOM BCE BOIIPOCHI,
CBsI3aHHBIE ¢ HaOdroJeHMEeM W JieueHHWeM. B Poccum MenmKko-TeHeTH4YecKHe KOHCYIbTAallH
paboTaloT MPAKTUYECKU B KAXKJIOM PETHOHE.

YTO TAKOE CKPUHUHI' HOBOPOKJIEHHBIX HA 'AJIAKTO3EMUAIO?

UroObl u30exarh pa3BUTHUSA TSKENBIX KIMHUYECKUX MPOSBICHUN TrajlakTO3eMHH,
HE00X0IMMO YTOOBI HOBOPOXKICHHBIH ObLT 00CIeI0BaH Ha TaJJaKTO3EMHUIO, T.€. OH TOJDKEH MPOUTH
HEOHATAJbHBINA CKpUHUHT. CKPHHUHT HAYMHAETCS C TOTO, YTO Y JJOHOIIEHHOTO HOBOPOXKIEHHOTO
Ha 24 - 48 4 xu3HH (Y HEIOHOUIEHHOTO — Ha 7 cyTKU, uinu 144-168 v xu3nu) 6epyT u3 MATKU
HECKOJIBKO Kamelb KPOBU, KOTOPYIO HAaHOCAT Ha CleUUaIbHbIM (PUIBTPOBANBHBIN TeCT-ONaHK.
KpoBb BricymmBaercst u 0JaHK, HA KOTOPOM yKa3aHa (paMuiIusi HOBOPOXKICHHOTO U PSII IPYTUX
CBE/ICHUH, HEOOXOOMMBIX [UIS €ro HWIACHTU(UKAIMH, MEPerpaBisieTcs B JIaOOPaTOPHUIO
PErHOHAIBHON MEIMKO-TeHETHYECKON KOHCynbTaluu. B mabopaTopuu mpoBOIST clielMaibHOE
HCCJIEIOBAaHKNE, KOTOPOE IMO3BOJISIET BBIIBUTH HOBOPOXKACHHBIX C MOBBIIICHHBIM COJEPKAaHUEM
rajJjakTo3sl B KPOBH, B OTOM CIIydae MOSIBIISIETCS TOJO3PEHHE Ha TaJlaKTO3eMHUIo. Takmx
HOBOPOXKJIEHHBIX JIA0OpaTopusi C TMOMOINBIO Bpada-Tieauarpa BBI3BIBAET HAa MOBTOPHOE
tecTupoBanue. [[loBTopHOE TecTUpOBaHUE 00pa3ia KpOBU y MJIa/ICHIIA SIBISETCS PEIIAIOIINM.

YTO JAEJATH, ECJIU AUATHO3 TAJTAKTO3EMHUU HA CKPUHHUHIE
MNOATBEPIUNJICS?

Ecnu u mipy BTOpOM TECTHPOBAHUN YPOBEHB TAJIAKTO3BI B KPOBH OCTAETCSI BEICOKUM, HITH
YPOBEHb U3MEPSIEMOro (pepMeHTa HU3KUM, TO 3TO 03HAYAET, YTO peOEeHOK OO0JIeH rajakTo3eMuei,
U CeMbsl HEMEMJIEHHO MPUIJIAMIAeTCs B MEIUKO-TEHETHYECKYI0 KOHCYIbTAIUIO. 37eCh CEMbe
OOBACHAIOT, YTO COOOW MpeNCTaBiIseT ralakKTO3eMMsl W HazHayaroT JiedeHue. Eciu jeuenHue
HAYaTO PaHO, TO KIMHUYECKHE CUMIITOMBI TaTaKTO3EMHUH y peOCHKA HEe TIPOSIBSATCS, H OH MOXET
pacTu 370pOBBIM, HE OTINYASCh OT CBEPCTHUKOB. Y CIIEX JIEYEHHUS BO MHOTOM OIIPEIEISIETCS TEM,
HACKOJIBKO POAUTENN OOIBFHOIO peOeHKa 0CO3HAIN BaXKHOCTh JUETOTEPANIUU U HACKOJIBKO CTPOTO
ee BBITONHSIOT. 000 BCEM 3TOM M O MHOTOM JIPYTOM CEMbE PACCKaXKET Bpau-TeHETHUK HMJIM Bpad-
JIMETOJIOT BO BPEMsI IIEPBOTO BU3HUTA CEMBH B MEIMKO-TEHETUIECKYIO KOHCYIIBTAIINIO. 3aTEM TaKHe
BU3HUTHI CTaHYT PEryJspHBIMU. Y pebeHka OyneT MOCTOSHHO KOHTPOJUPOBATHCS COJEpIKAHUE
rajJlakTo3bl B KPOBH U, B 3aBHCHUMOCTH OT 3HA4YeHHUN J1aOOpaTOPHBIX MOKa3aTeNei,

KOPPEKTUPOBAThCSI COCTaB T€X IMPOJIYKTOB, KOTOPhIE, C OJHON CTOPOHBI, HE OyIyT MOBBIIATH

62



YPOBEHb TaJaKTO3bl, a, C JAPYrod, oOecreuyuBaTh HOPMAIBHBIA POCT W pa3BUTHE pPEOCHKA.
[TocTOSHHBINM KOHTAKT CEMBU C BPA4OM SIBJISIETCS 3aJI0TOM YCIIEIIIHOTO JICUSHHSI TaJIaKTO3EMHU.
l'anaktozemust Jlyapre — 3TO BapHaHT KJIACCHMYECKOW TallakKTO3eMHH, MPU KOTOPOM
IMETUYECKOe JIeueHHe He TMoka3aHo. OJHAKO MpH TOSBICHHHM KIMHUYECKUX CHUMIITOMOB,
YKa3bIBAIOIINX HAa MOPaKEHHE TMEYCHH, WIN MPHU BBICOKUX YPOBHSAX OOIIEH rajnakTosbl (Ooiee
20 MI/1U1) MOYKHO PaCCMOTPETH BOIPOC 00 OrpaHUYCHHUHU TOCTYIICHUS JTAKTO3bI ¢ nuineit [53].

KAK JIEYAT I'AJIAKTO3EMHUIO?

CMBICHT JIeYCHHS 3aKJIIOYAeTCs B HUCKIIOUEHHH THINEBBIX MPOJYKTOB, COJEpPIKAIIUX
rajlakTo3y, MPEeXJIe BCEr0 I'PYIHOTO MOJIOKA M JPYTUX MOJIOYHBIX cMeceil. OHU MOTyT OBITh
3aMEHEHBI CIIEUATEHBIMU CMECSIMH, TIPUTOTOBJICHHBIMHA Ha OCHOBE COM, KOTOpPBIC HE COJEepkKAaT
rajakTo3y u jakto3y. [Ipu cocTaBieHUM 1e4eOHBIX PAIMOHOB JUIS TAIIMEHTOB C TaTaKTO3EMHUEH
KOJINYECTBO OCHOBHBIX IMUIIEBBIX BELIECTB U SHEPTHH JIOJKHO COOTBETCTBOBATh PEKOMEHIYEMbIM
HOpMaM MOTpeOicHus. B muraHuu neTei MmepBOro roja >KU3HM MATEpUHCKOE MOJIOKO W/WIU
JIETCKHE MOJIOYHBIE CMECH JIOJDKHBI OBITh 3aMEHEHBI aJallTHPOBAHHBIMU 110 COCTaBy (hopMynamu,
HE COJIEp)KallMMHU JIakTo3y. Jlms JedeHWs MalMeHTOB C TalaKTO3eMHEH WCIOIb3YIOTCS
CICIMATM3UPOBAHHBIC CMECH HA OCHOBE M30JIATa COCBOTO OCJIKA WM BHICOKOTHIPOIM30BaHHBIX
MOJIOYHBIX OeJKOB. Takke UCIONB3YIOTCS CMECH HAa OCHOBE CHHTETHYECKHX AMHHOKHUCIOT U
0e3J1aKTO3HbIE Ka3eMHIIPEIOMUHAHTHBIE MOJIOUYHBIE CMECH.

Heo0xo1muMo MONHOCTBIO UCKIIIOUUTH U3 pallMOHA MalueHTa J000i BUJ MOJIOKa (B TOM
qHCIIe KEHCKOe, KOPOBbE, KO3bE, JIETCKUE MOJIOYHBIE CMECH U JIp.) U BCE MOJIOYHbIE MTPOAYKTHI, a
TaKXe CTpOro u3beratb ynorpeOieHus TeX MPOJIYKTOB, KyJa OHM MOTYT JOOaBisAThCS (xJied,
BBINIEYKA, COCHCKH, KOJOAChl, Kapamelb, CIaJ0CTH, MaprapuHbl W T.I.). 3alpemiaeTcs TakKe
UCTIOJIb30BaHUE HU3KOJIAKTO3HBIX CMECEH U MOJIOKA.

Psan  mpoaykTOB  pacTUTENBHOTO MPOMCXOXAEHUS COJNEPXKUT — OJNUrocaxapuisl -
rajnakTo3usl (pappuHo3y, cTaxnosy), )kKUBOTHOTO POUCXOXKAEHUS — INIMKONPOTEUHBI, KOTOpPbIE
MOTYT OBITh TTOTCHITHATHPHBIMA MCTOYHUKAMHU TATAKTO3bI (TaIaKTO3UIBI: TOPOX, O0OKI, (hacob,
YeueBuIla, HYT, IMTUHAT, KaKao, OKOJIA]; TIMKOIPOTEHHEI: IeYeHb, TIOYKH, TUBEpHas Koibaca),
MIOTOMY OHHU HCKJIFOYAIOTCS M3 MHUTAHHS MAallMEHTOB JIETCKOIO BO3pacTa M OrpaHHMYMBAIOTCS B
MUTAHUU B3POCIIBIX MALUEHTOB.

[Tpukopm BBOAMTCS B TIepuOJ OT 4 MECSIEB KU3HU. B TIMTaHUM HCMONB3YIOTCS TOJBKO
0e3MOJIOUHbIE  MPOAYKTBI W Omroma:  O€3MOJIOYHBIE  Kallld, KOTOPBhIE  Pa3BOJIAT
0€3J1aKTO3HBIMHU/0€3ralakTO3HBIMU CMECSIMH, a TAKXKe OBOIIHOE, MICHOE U (ppykTOBOE miope. Bee
MOJIOYHBIE TPOIYKTHI, BKIII0OYAs 11€IbHOE KOPOBHE MOJIOKO, KUCIIOMOJIOUHBIE MTPOJYKThI, TBOPOT,

3aMpeiarnTCa K UCIIO0Jb30BaHHUIO Y ITIAIUCHTOB C raJlakTO3eMHEH.
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Bun nmepBoro mpukopma ONpERensieTcsl COCTOSHUEM >KEIyIOYHO-KUIIEYHOIO TPaKTa H
HYTPUTUBHBIM CTaTyCOM peOeHKa. ITO MOXKET OBITh OBOIIHOE MIOPE U3 HaTypalbHBIX OBOILEH TN
IUIO/IOOBOIIHBIX KOHCEPBOB JUIS AETCKOTO MUTaHHUA 0e3 J00aBlIeHUs] MOJIOKA (M HE MMEIOLINX B
coctaBe OOOOBBIX) WJIM 0€3MOJIOYHbIE KAaIllM Ha OCHOBE KYKYypy3HOH, PHUCOBOW WJIM I'PEUHEBOU
MYKH, JUISI pa3BeeHHUs] KOTOPbIX HEOOXOAMMO HCIOJIb30BATh Ty CIELUAIN3UPOBAHHYIO CMECH,
KOTOPYIO TOJTy4daeT peOeHOK. MsICHOM MPUKOPM BBOJIAT B TUTaHKE ¢ 6 MecsieB. [IpenmyiecTBo
OTJAIOT CHELHUAIN3UPOBAHHBIM JIETCKUM MSCHBIM KOHCEpPBaM IPOMBIIUIEHHOTO BBIIyCKa, HE
COJIep KALIUM MOJIOKA U €ro MPOU3BOJHBIX (KPOJIMK, IBIIUIEHOK, HHAECHKA U JIp.)

KAKOM ITPOT'HO3 ITPU TAJIAKTO3EMUM?

[IporHo3 3aboneBaHusi HEOIArompusATHBIA MpU  TsDKEIOM ¢GopMe U MO3JHO
JMarHOCTUpPyEeMOH rajakrozeMuu. [Ipu paHHeM Ha3HAYEHUH TUETHYECKOIO JICUEHUS JETH MOTYT
pa3BHUBaTbCcd HOpMajabHO. HO HecMOTps Ha aleKBaTHOE JIEUEHUE C IEPBBIX AHEHW XU3HU, Y
OOJIbHBIX C TaJaKTO3eMHEH COXpaHseTcs PUCK (POPMUPOBAHUS OTCPOUYECHHBIX OCIIOKHEHMHA —
3aJepKKN  (PU3MUECKOTO pa3BUTHUS, HAPYIICHHUS pPa3BUTHSA pPEYHM U MOTOPHBIX (DYHKIHUH,
ocTteonopo3a. Y JEBOYEK IOBBILIEH PHUCK IPEXKAECBPEMEHHOM HEIOCTaTOYHOCTH (YHKIUU
SUYHUKOB. Y MHOTUX HaOIroaeTcs 3ajiepKKa pocTa B IMOAPOCTKOBOM Bo3pacte. OHaKo mocie
nybepraTa pocT 0OBIYHO JJOCTUTAET HOPMBI.

3anepkka ICUXMYECKOIO Ppa3BUTHSI, BBUBISIIOIIAACA y HEKOTOpBIX JeTed ¢
rajlakTO3eMHUeH, MOJIyJaroluX AUETUYECKOe JICUeHUE, He TSKelas; OHa MOKET OOHapyKUBAThCS
B paHHEM BO3pacTe, HO 4Yallle CTAHOBUTCA OYEBMJIHON B IIKOJIbHBIE I'OJbI, KOTJa y peOeHKa
BO3HHUKAIOT TPYAHOCTHU C YTEHHUEM MUJIM yCBOEHHEM MateMaTHku. [IpubausurensHo y 18% nereit
cTapuie 5 JieT OTMEYaroTCsl JBUTaTeJIbHbIE HAapYLIEHWs B BUJE aTaKCUU, HEIIOBKOCTH TOHKOMN
MOTOPHMKH, PAacCTpOMCTB paBHOBECHS M KOOPAMHALMU; BO3MOYKHO HaJIMuue TpemMopa IpHU
BBITOJIHEHUH 1€JICHANPABICHHBIX JIeHCTBUNA, MbIIEYHOM JUCTOHMU. OKOJO TpeTH OOJBHBIX C
KJIACCUYECKON TallaKTO3€MHUEN, TMOJIYy4arolMX JICUEHUE, MMEIOT HApyLIEHUS PEYd IO THILY
«BepOaIIbHOM JUCTIpaKcuu». Y TaKUX JeTeH 3aJlep’KaHO peueBOe pa3BUTHE B paHHEM BO3pacTe,
UMEIOTCS 3aTPYAHEHUs apTUKYJISIUM, OeAHbIN cioBapHbIi 3amac. Kartapakra HabmonaeTcs
npubimsutensHo y 30% OonbHBIX. Y OOJIBHBIX C TajakTo3eMuell HaOrofaeTcss CHUKEHHE
MUHEPATU3alUU KOCTHOM TKaHU, YTO YacTO NPUBOAMT K PA3BUTHIO PAHHETO OCTEONOpO3a U

MOBBIIIEHHOMY PHCKY IEPEITOMOB KOCTEM.

IMPO®PUITAKTUKA I'AJTAKTO3EMUH
B cembe, rne ectb OonbpHOM peOeHOK, nMeeTcs 25% pHUCK MOBTOPHOTO POXKICHHS

00JLHOTO IIPU KaX10H Mociieayronieil 0epeMeHHOCTH. Y POJCTBEHHUKOB U3 TPYIIBI PUCKA TAKKe
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BO3MOJKHO BBISIBJICHHE MYyTAIldi, €CJIM OHHM ObUTM MACHTH(HUIIMPOBAHBI y OOIBHOTO peOCHKA B
IAHHOU CEMBE.

Bompoc o mnpoBeicHWHM TNpeHATAIBHON JIHATHOCTUKHM TaJaKTO3EMHUH JIOJDKEH OBITh
BCECTOPOHHE O0CYXKJIEH C 3aMHTEPECOBAHHBIMH CYINPYXECKUMHU MapaMu MPexJie, YeM MPUHATh

OKOHYATECJIIbHOC PEIICHUE, TaK KaK 3a00/eBaHue nogaacTcs JICUCHUTO.
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Ipunoxenne I'1-I'N. IlIkanbl oieHKH, BONPOCHUKYU U APYyrue OLleHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEJACHHbIC B KIIMHUYECKUX

PEKOMECHIALUAX

He npumenumo.
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