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Cnucok cokpanieHui

D2/D2 — ranakro3emusi, BapuaHT JlyapTe B TOMO3UTOTHOM COCTOSIHUU
G/D2 — ranakro3emus- [Jyapre

G/G- ramakrosemus tutl |, cBsi3anHast ¢ myranusMu B rene GALT
AMI" - aHTUMIOJJIEPOBBIN TOPMOH

AYTB - AKTUBHPOBAaHHOE YACTUYHOE TPOMOOIUIACTUHOBOE BPEMSI
['AJI — ranakrozemust

I'AJIK — pepmeHT ranakTrokuHasa
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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 HacjeICTBEHHBIX HapyLIEHU 0OMEHa yriieBOJOB, IPU

KOTOPOM B OpraHu3M€ HAKaIlJIMBACTCsA HU30BITOK TAJIAaKTO3BI U €€ METa00JINTOB



1. KpaTkas nagopmManus mo 3a00/1eBAHNI0 UM COCTOSTHHUIO (rpyne

3a00J1eBaHUI MJIH COCTOSIHUH)

1.1 Omnpeneaenne 3a00eBaHUSI WJINH COCTOSHHUS (rpynnbl 3a00J1eBAHUH NI

COCTOSIHM)

INanakrozemust (I'’AJI) — rpynma HAaclIEeICTBEHHBIX HAPYIIEHWH OOMEHa yTrJIeBOJAOB, NpU

KOTOPOM B OpraHuM3Me€ HaKalJiMBaeTcsi M30BITOK TalakTo3bl M €€ MeTaboJMTOB, YTO
0o0yCIIOBIMBAET KJIMHUYECKYI0 KapTHHY 3a0osieBaHus #  (OPMUPOBAHUE OTCPOUEHHBIX

ocnoxxHeHui. Tum HacienoBaHusl Bcex OPM rajgakTO3eMHUH - AyTOCOMHO-PELECCUBHBIM.

1.2 DTHoJOrusl M NAaTOreHe3 3a00JeBaHHUs WJIH _COCTOSIHUSA (IPVINbI 3a00J1eBaAHUI

HJIN COCTOSTHHM)

I"anakTo3a (0T rpedeckoro cinosa galaktos - MOJIOKO) - MOHOCAXapHl U3 IPYMIIbI T'EKCO3,
u3oMep IMoko3bl. HecmoTps Ha 00jbIIOE CXOACTBO MOJEKYJN TIUIIOKO3bI U TalaKTO3Bl,
IpEeBpaICHHE MOCIEIHEH B TIIIOKO3Y TpeOyeT HeCKOJIBKUX (PePMEHTATUBHBIX PEAKLUi, KOTOpPBIC
IPOTEKAIOT B [IUTOILIA3Me KieTkH (puc. 1). ['anakTo3a nmeeT BaxkHelilee 3HAUCHUE ISl POCTa U
pa3BUTHUA OpraHU3Ma U sIBJIAETCS KOMIIOHEHTOM I'PYIHOTO MOJIOKA.

["aytakTO3a HE TOJIBKO SIBISIETCS 3HAYMMBIM MCTOYHMKOM DHEPTUU ULl KIETKH, OHA UIPAET
BAXHYIO NPEOMOTHUYECKYIO pOJIb, CIY)KUT HEOOXOJUMBIM IUIACTUYECKHUM MaTepuaoM s
00pa30BaHUs TIUKOIPOTEUIOB, IITMKOJIUIIUIOB U IPYTUX CIOXKHBIX COETUHEHUH, HCIIOJIb3yEeMbIX
OpraHu3MoM Juisi (OPMHUPOBAaHUS KJIETOUHBIX MEMOpaH, HEpPBHOW TKaHHU, IPOLECCOB
MHUETUHU3alMKM HelpoHoB W 1p. Hapymenuwe merabonm3ma TranakTosbl, HaOmronaemMoe INpu
raJlakTO3eMUH, HEU30€KHO MPUBOJIUT K PacCTPOMCTBY (PyHKIIMOHMPOBAHUS MHOTHX OpPraHOB U
CHUCTEM OPraHU3Ma.

Bonbiioe koim4yecTBO MOTPeOIssEMBIX B T€UEHHE JIHS MUILEBBIX MPOAYKTOB (B MEPBYIO
ouepesib MOJIOYHbIE MPOJYKTHI) COAEPXKAT JAKTO3y, M3 KOTOPOH B KHUIIEUHUKE B pe3ybTare
THpoNH3a 00pa3yeTcsl rajakro3a; HEKOTOpble MPOAYKTHI NMHUTAHUS COAEPKAT TajlakTo3y B
YUCTOM BHUJE. Y UeJIOoBeKa TajakTo3a MOXET 0Opa3OBbIBATHCS SHJOTEHHBIM IYTEM,
MOJABJIAIONIEE €€ KOJUYECTBO CHHTE3UPYETCS B Mpolecce (pepMEHTATUBHBIX PEaKIMi MEXTy
ypuausaaudocoatriaoko3oit (Y AD-rmoko30ii) n Y Id-ranakTo30i, a Takke B mpolecce oOMeHa
TJIMKONIPOTENHOB U TJINKOJIUITUOB.

I'anakTo3eMusi OTHOCUTCA K HAcIEeICTBEHHBIM OOJIE3HSAM YIJIEBOAHOIO OOMEHa H

OO0BEIMHSET HECKOJBbKO TeHeTHuecknx ¢(opm 3aboneBanmidt. [amaktozemuss tun | (T'AJL 1)



obycnosiiena mytarusmu B rene GALT, kaptupoBanHoMm Ha 9p13.3, 4To NIpUBOAUT K AEPUITUTY
ranakto3o-1-pocharypunmnrpancdepassl ([AJIT). Tanakrozemust tun |1 (CAJT 1) oOycnosiena
myramsimu B rene GALK1, xaprupoBannom Ha 17q25.1, uyto mnpuBoguT K Aeuuuty
ranaktokuHasbl (IAJIK). Tamakrozemust tum |11 (TAJI 1ll) o6GycioBiaeHa MyTanusMud B TEHE
GALE, kaptupoBanHoM Ha 1p36.11, uto mpuBoguT kK nedunmry ypuauH-audocdar (Y1D)-
ranakTo30-4-snumepassl (I'AJID) (puc 1).

B pesynbrare Hemocratounoctu moboro u3 tpex ¢depmentoB — ['AJIT, 'AJIK wmu
['AJI9 — B KpoBM MNOBBIIIAETCS KOHIIEHTpauMs ranakto3bl. [Ipm cHmxeHuun AKTUBHOCTH
depmentoB ['AJIT u T'AJID, momMumMo wH30BITKA TalakTO3bl, B OpraHU3ME IAIlMCHTa
HAKaIUIMBAETCA TaKXKe M30BITOYHOE KOJIMYECTBO Trayiakto30-l-hocdara, uro Ha cerogHsIIHUMA
JICHb CUYMTAETCSI OCHOBHBIM MATOT€HETHYECKUM (PaKTOPOM, OOYCIOBIMBAIOIIUM OOJBIIMHCTBO
kiuHu4eckux mposieneHnit 'AJl u QopmupoBaHHe OTCPOUYEHHBIX OCIOXXKHEHUH. 30bITOK
raJlakTo3bl B OpPraHU3ME MOXET MeTa0OJIM3HPOBATHCS B JIPYrMX OMOXMMHUYECKUX MYTSAX: OHA
MOYKET MPEBPAIIATHCS B TalakTUTOJ. HakomieHne rajJjakTUToNa B KPOBU U TKAHAX M IMOBBIIICHUE
€ro AKCKpenuu ¢ Mo4oil Habmromaercst mpu Bcex ¢opmax ['AJl; B Xpycranuke ria3a U30BITOK
TaJlakKTUTOJIAa CHOCOOCTBYET (POPMHUPOBAHUIO KaTapakThl. VIMEOTCsS cBeleHHUs O TOM, 4YTO
BBICOKOE CO/Iep KaHME raJakTUTOJa B TKaHIX MO3ra COCOOCTBYET HaOyXaHUIO HEPBHBIX KIIETOK
1 (OPMHUPOBAHUIO TICEBOOITYXOJIA MO3Ta Y OTACIbHBIX MMAIICHTOB.

[Taronoruveckue nporeccol npu ["AJI 00ycoBIE€HBI HE TOJIHKO TOKCUYECKUM JIEHCTBHEM
yKa3aHHBIX MPOAYKTOB, HO U MX TOPMO3SIIMM BIIMSHHUEM Ha aKTUBHOCThH JIPYTUX (DEPMEHTOB,
YYaCTBYIOIINX B YTII€BOJHOM oOMeHe (pochormrokomyTassl, TII0K030-6-
docharaerniporenaspl), CJICACTBHEM YETrO  SABJISETCS  TUIOTJIMKEMUYECKHH  CHHAPOM.
[Ipenmonaraercs Takxe, YTO MPEAPACIOIOKEHHOCTD K CENCUCY Y HOBOpOXkAeHHbIX ¢ 'AJI Tun |
00yci0BIeHa HUHIMOMpPOBaHUEM OAaKTEPULIMAHON aKTHBHOCTH JIEHKOLIUTOB.

Hauobonee vacroit popmoit 'AJI sBusiercss 'AJI |. 'en GALT cocrout u3 11 3k30HOB,
oxBaThiBaronux 4,3 T.1.H. xpoMocombl 9p13. B 6a3e maHHpIXx o MyTarusiM denoBeka Human
Genetic Mutaton Database (HGMD Professional, Version 2020.3) onucano 346 maToreHHbIX
BapuantoB B reHe GALT [47]. K nHambonee pacrnpocTpaHEHHBIM ITaTOT€HHBIM BapHaHTaM
oTtHOcsTCs nBe myTamuu: ¢.563A>G (p.QI188R) u ¢.855G>T (p.K285N), oOycnaBnuBaromue
paszsutue ['AJI |. Cpean manueHTOB €BPOMEMCKOTO MPOUCXOKICHUS HANOO0JIee YaCTOU SBIISIETCS
mytarust C.563A> G (p.Q188R), cocraBmsromias 64% Bcex HAOMIOMAEMBIX IMaTOTCHHBIX
BapuaHToB. Bapuant c¢.404C> T (p.SI135L) cBs3an ¢ «varkum» ¢enotunom ['AJl | u
BCTPEYAETCS] MOYTH MCKIIOYMTENbHO Yy MAIMEHTOB a(ppUKAHCKOTO MpoUCXoxaeHus. [pyrue
pactpocTpaHEHHBIE TAaTOTeHHBbIE BapuaHThl BKIOYarOT: €.855G> T (p.K285N), c.626A> G

(p.Y209C), ¢.413C> T (p.T138M), ¢.584T> C (p.L195P) u IVS2-2A> G. V eBpee-amikenasu
.



4acTO BCTpPEYaeTCs JeneIus pa3mepoM okoio 5,5 kb. Bce 3Tu BapuaHThI CBSI3aHBI ¢ TIOYTH WA
MIOJTHOM MOTepeil aKTUBHOCTU (pepMEHTA.

Bapuant ramakrozemusi -Jlyapre (GD2) saBasercs  pe3ynbTatoM  CIOXKHOM
reTEePO3UTOTHOCTH 1o natoreHHoMy BapuanTy GALT (G) u BTOpoMy ajuiesnto, H3BECTHOMY Kak
p.N314D, Duarte 2 (D2). D2 Bcrpeuaercs mpumepHo y 11% HaceneHus B €BpOICHCKO-
aMEpUKaHCKUX MONyJsiuusax. B Hacrosiiee BpeMs M3BECTHO, YTO OH BKJIIOYAET TalVIOTHII U3
ISTH BapUAHTOB. TPH MHTPOHHBIX BapuaHTa (- €.378-27G>C, ¢.508-24G>A u c.507+62G>A),
nenenuo 4 m.H. B nmpoMoTope reHa u 3ameHy c¢.940A> G (p.N314D). Amnens D2 cHmxkaer
aktuBHOCTBH ['AJIT mpumepno Ha 50%, Tak 4TO, KOrJa OH MPUCYTCTBYET B TPAHC- MOJIOKEHUU C
KJIACCUYECKUM aJUIeJIeM TaJlaKTO3eMHUH, TO aKTUBHOCTh (PepMEHTa MOXKET COCTaBIATH ~ 25% OT
HOpMBI. TekyIliye TaHHbIE TOATBEPAKAAIOT TUIIOTE3Y O TOM, YTO Jesielns 4 I.H. OTBETCTBEHHA 3a
CHI)KEHHME akTUBHOCTH (epmeHnta. Bropoit Bapuant, Duarte 1 (D1, Taxke u3BECTHBIN Kak
BapuaHT Jloc-AHkeneca wim LA), He cBsi3aH co cHWXeHHOHN aktuBHOCThIO ['AJIT. Amiens
D1 conepxut ¢.940A> G (p.N314D), a Takke CHHOHUMHUYHOE U3MECHEHUE HYKJICOTH/IA B DK30HE
7, c.652C> T (p.L218 =), Ho He neneumto npomoTtopa 4 m.H. Asiens Bapuanta D1 Ttaxke
CUMTAeTCsl JOOPOKAYECTBEHHBIM M aCCOIMHPYETCS C HOPMAJIbHOW HIIM CIIETKa MOBBIIICHHON
akTuBHOCTBIO pepmerTa ['AJIT sputpormros [16].

lamakrozemun Il Tuma (I'AJI 1l) oOycnoBnena wmyrammsmu B rTeHe GALKI,
kaptupoBaHHOM Ha 17025.1. Ommcano oxono 50 Myramuii, 4acTbIX MyTalUii HE OMHCAHO.
W3BectHa oxHa mytarus, P.P28T, koTopast yacto BcTpedaercs y mpirad [17].

lamakrozemuss tun Il (CAJI III) ob6ycnoBinena wyrtamusmu B rene  GALE,
KaptupoBaHHOM Ha 1p36.11. Ogna u3 cambix peakux Gopm ['AJL. U3BecTHO okosio 30 myTanuid,

YaCThIX MyTallMi HE ONMCAHO.

JHIOreHHAS rajaxkrosa,

JK30TeHHAS FATAKTO3a, obpa3oBaHHAs IpH 00MeHe
NOCTYNARMAS ¢ HHIeH [JIHKONPOTEHI0B H
[IHKOTHIHI0B
Tamakrosa _ _ _ _ _ , Tagakrmroa
T'anaktoso-1-ocdar YA®-rmokosa |

\
AT rAJ1d

YA®-T'anakrosa Tmoko30-1-docdar

Pucynok 1. MeTa0oin3m rainakTossl




["'AJIT — dpepment ranakroso-1-pocharypuaunrpacudepasa;
['AJIK — ¢epMeHT rajlakTOKHHA3a;

['AJID — pepment Y JD-ranakrozo-4-snumepasa (dnumepasa).

1.3 Dnuaemuosaoruss 3a00JeBAHUA WM COCTOSAHUSA (rpynnbl 3a00J1eBAHUNA WU

COCTOSTHMI)

Yactora I'AJl mo [gaHHBIM MaccOBOTO OOCIEIOBaHHMS HOBOPOXAEHHBIX B Poccun

coctapisgeT 1: 20 000. DTo 3HaueHue He sBiasercs uctuHHOU yacTtoTor ['AJI | B PD, Tak kak
BKJIIOYAT W KiauHudeckue BapuaHThl ['AJI | m BapmanTsl ramakro3emus-/lyapre. JlaHHBIX O
gactore ['AJI I, 11l Her, Tak kak moaTBepkaatomas nuarnoctTuka ['AJl B OONBIIMHCTBE CiTydacB
B P® He npoBoautcs.

['AJIL | Betpeuaercs y 1: 53 554 noBopoxaennsix B Coequnennbix [Itarax [18]. Yactora
DG-ranakrozemuu npumepHo B 10 pa3 Bblllle, HCTUHHAS YacTOTa HEU3BECTHA M3-3a PA3JINYUil B
CKpUHUHTE.

Yacrora I'AJI Il xonebnercs ot 1: 2 200 000 no 1: 50 000 >kMBBIX HOBOPOXKIAECHHBIX,
IpUYeM camast BBICOKasi HaOJIF01aeTCsl y IbIiraHcKoro Hacenenus bonrapuu u bocauu [19].

Yacrora pnedunura ['AJID, BbIIBASEMOro TMpH CKPUHUHTE HOBOPOXKICHHBIX, B
OCHOBHOM, 3TO OECCHMIITOMHBIH (OOPOKAYECTBEHHBIN HW30JMPOBAHHBIN MM MPOMEKYTOYHBIH
BapuanT), coctaBisger 1:70 000 y MiajaeHIICB €BpOIMEHCKOro MpoucxokiacHus u 1: 6700 y

appoamepukanies [20].

1.4 Oco0eHHOCTH KOAMPOBAHMA 3200J€BAHUH WJIM  COCTOSAHUA (rpynnbl

3200/ ¢eBAaHMI MM COCTOSIHMIT) 10 MeXKIYHAPOJAHOH CTATHCTHYECKON KJiaaccupukannm

00JIe3HeH ¥ MPodJaeM, CBA3AHHLIX CO 3I0POBLEM

E742 — Hapymenus oOmena ramakto3sl (HemocTaToyHOCTh TalaKTOKHHA3HI.

[amakTo3eMusi)

1.5 Kaaccnpukauuss 3a001eBAHUA HMJIM COCTOSHHS (Ipynnbl 32001€BAHUN WU

COCTOSIHMI)

B ocHoBy coBpemenHoit kimaccudukanuu I"AJl momokeH 3THOTOTUYECKUNA TPUHITHIL.

B 3aBucumoctu ot gedekra 0THOTO M3 TPEX OCHOBHBIX (PEPMEHTOB, YIaCTBYIOUIUX B OOMEHE
rajgaKTo3bl BBIAETAOT Tpu Tuna ['AJL:
. Knaccuueckuii - ranakrozemusi | tumna, o6ycnoBnenHas nedpunuroM pepMeHTa ramakro3o-1-
dbochar-ypununtpancdepasst  (IAJIT) w HaauuueM TOMO3WTOTHBIX WJIA  KOMIAYHII-

rerepo3urotHeix Mytanuii B rene GALT (G/G). OtaenbHo BoiAenstoT Bapuant Jyapre (D/D) u



ramaktosemuto- Jyapre (G/D), mpu KOTOpbIX MOMMMOP(GHBIA BapHAHT HAXOIWTCA B
TOMO3UTOTHOM COCTOSIHHH WJIM KOMITAYH]I-T€TEPO3UTOTHOM COCTOSIHUU C MTATOTEHHOW MYTAIHCH.
1I. Heoocmamounocme canaxkmoxkunaswt (I'AJIK) (ranakrozemus Il tumna).

III. Jlepuyum ypuounougpocghpam-zanaxkmoso-4-snumepazer (I'AJID wunu snumepasbl) —

ranaktosemus 11 tuna [25].

1.6 KimHuueckas KAPTHHA 3a00JIeBAHHSA_ WJIH_COCTOSIHUS (Ipynnbl_3a00J1eBaHUI

HJIN COCTOSTHUN)

I'AJI | (OMIM 230400) mnposiBiseTcss B HeOHaTalbHOM Tnepuogae. Ha ¢one
BCKapMJIMBaHUs MOJIOKOM WJIM MOJIOYHOM CMECBIO, COJEpXkalleld JAaKTO3y W TallaKTo3y ¥y
HOBOPOXKJICHHOTO TOSIBIIIETCS PBOTA, JIUApesi, MBIIICYHAs TUIOTOHHS, COHJIMBOCTb, BSUIOCTb.
OtcyTcTBYyeT npubaBka B Macce Telsa, HabJII0Aal0TCs BSJIOE COCaHUE, OTKa3 OT TPyAM MaTepH,
HOSABISIOTCS M HApacTalOT MPHU3HAKK IOPAaKEHUs II€UEHHM, 4YacTO CONPOBOXKIAIOLINECS
remaToMeraueil/TernaToCIICHOMETINA, JKEITYX0H, THUIIOTJIMKEMHUEH, HEPEJIKO OTMedaeTcs
KPOBOTOYHBOCTH U3 MECT WHBEKIIHH.

Hauobonee tsoxensiv npossiaerreM ['AJl | y HOBOPOKIECHHBIX SBJISIETCS CENCUC, KOTOPBIN
umeer  (araspHOE  TEYEHHWE M Yalle BCero  OOYCIOBJIEH  IPaMOTPHUIATEIbHBIMU
MHKpoopranuzmamu, B 90% ciyuaes - Escherichia coli. Kax ocnoxnenwust cerncrca, BO3MOXHO
pa3BUTHE MEHUHTUTA, OCTEOMHUENNTA. Y OJHOTO MAaI[MeHTa BO3HMKIIA TaHTPEHA TAJBIEB CTOI U
3ajHel TTOBEPXHOCTH OHOM HOTH [21].

3aboneBaHue OOBIYHO MaHH(ECTUPYET B IMEpBbIE [IHU - HEJCNU >KU3HM, OBICTPO
IPOTPECCUPYET W B OTCYTCTBUH JICUCHHS HOCHT JKHM3HEyrpokaroumii xapakrep. C mepBbIX
MECSIIIEB KU3HH Y MHOTUX JIeTel (POPMHUPYETCs TBOSKOBBITYKJIAs KaTapakTa.

VY HEKOTOpBIX MAIMEHTOB MOXKET OTMEYAThbCs CHHAPOM BHYTPHUEPENHOM THIEpTEH3HH,
KJIMHUYECKH MPOSBISIONIMECS BbIOyXaHMEM M HampshKeHHeM OoJbIIoro pojHuuka. [lpu
KT/MPT rojoBHOro M03ra ONpeIeNstOTCs MIPU3HAKK BHYTPHUYCPEITHOW TUIIepTeH3uH [22].

Munanenust ¢ G/D, monydaromye rpyIHoe MOJIOKO HJIA CMECH C BBICOKUM COJICpIKaHHEM
rajakto3sl (MOJOYHBIE CMecH), OOBIYHO HE MMEIOT KIMHUYECKUX CHUMNTOMOB. EcTb
UCCIIEIOBaHMsI, TOKa3bIBAIOIIEe OTCYTCTBUE PA3IMUUi MEX Ay TPyIIaMu JeTei C ralakTo3eMHuei
G/D, nonyyaBmMX M HE IMOJlydyaBIIMX JedeOHoe nuTaHue. HemocratouHocTh (yHKUIMU
SUYHUKOB, KOTOpAasi yacTo BCTpeyaeTcs npu kinaccuueckoit I'AJL |, He HaGmronanach y 1eBOYEK
v xennmH ¢ G/D [23].

Knuanaeckast cumnromatuka npu [AJL 11 (MIM 230200) y MHOTHMX OOJIBHBIX MOXET

OBITH OTpaHUYEHA TOJIBKO (POPMHpPOBAHMEM KaTapakThl. Takue CHMIITOMBI 3a00JIeBaHUs Kak
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OTCTaBaHUE pOCTA M MAaCChl Te€a, IUCIENTHYECKHE PAcCTPOMCTBA W JIp., HE3HAYMTEIIBHO
BBIPQ)KEHBI, XOTS U MOTYT HaOIIONAThCs y JeTel IpyIHOro Bo3pacrta. Takke Mpennoaracrcs,
4YTO B 3aBHCHMOCTM OT TOTpeOJieHHs MOJIoOKa B 0ojee MO31HEM BO3pacTe, CYIIECTBYET
IPEIPAaCIOIOKEHHOCTh K IPECEHUIBHON KaTapakTe, pa3BHBaromiciics B Bo3pacte 20-50 net [24,
25].

INanakrozemus 111 Tuma (MIM 230350) BcTpeuaeTcst HCKITFOUUTEIBLHO PEIKO, YacTOTa €¢
TOYHO HeusBecTHa. Beigemstor 2  kinuHmyeckue ¢opmsel ['AJI I,  cBa3aHHBIE C
HenocratouHocThto  ['AJID:  moOpokadecTBeHHYIO  (M30JIMPOBAHHYK) W TSDKETYIO
(renepanu3oBaHHyt0). KimHuyeckue mposBiIeHUs MpU JOOPOKAYECTBEHHOW (QopMe MOTryT
OTCYTCTBOBATH, M 3a00JIEBaHKE BBISBIIACTCS CIy4ailHO MpU OOHAPYKEHUU MOBBIIIEHHOTO YPOBHS
rajlakTo3bl B KpOBH (IIpU MPOBEACHUU CKPUHHMHIA HOBOPOXKJIEHHBIX, OMOXMMHUECKOM AaHAJIU3E
KpoBH U 1p.). OmHAKO KaTaMHEeCTHYeCKHWe HAOIIOJCHMs MOKA3bIBAIOT, YTO y 4YacTH JieTed B
MOCIEAYIOLIEM UMEIOTCA HapyIICHUsS MOTOPHBIX (YHKIIMI U pedeBoro pa3putus. [Ipu Tsoxenoi
dopme 3a00neBaHMs HAYaIbHBIE CHMITOMBI UMEIOT CXOJICTBO C KJIIACCHUYECKOW rajlaKTO3eMHUEH,
BKJIIOYAsl  JKENTYXy, TIElNaTOMETaJiio, pPBOTY, MBIIICYHYIO THUIIOTOHMIO,  3aJEPIKKY
(bu3MYECKOr0/ICUXOMOTOPHOTO pa3BuTHs. B mocnemyromem HaOI0gaeTcs CIJICHOMETalus.
Hecmotps Ha paHHee pacrio3HaBaHUE 3a00JIEBAHUS U BKIIOUEHHUS TUETUUYECKOro JICUCHUs, Yepes
2-3 roga Hepenko OOHApPYKUBAIOTCS OTYETIIMBAS 3alEpiKKa IMCHUXOMOTOPHOTO pAa3BUTHA U
HEHpOoCeHCOpHasi TyroyxocTb. HekoTophle ManueHThl COCTaBISAIOT IPYMIY PUCKA MO Pa3BUTHUIO
KaTapakTel. J[eTH ¢ u301upoBaHHON (OPMOM OOBIYHO OCTAIOTCS KIMHUYECKH 3/I0OPOBBIMH Jla’ke
Ha OOBIYHON MOJIOUHOW JMeTe M MOTYT OBITh BBISBJIECHBI TOJBKO IPU MAacCCOBOM CKPHHUHTE
HOBOpOXIeHHBIX [20].

Onucan OIWMH CceMEWHBIM cilydail TspKeaoW TPOMOOIIMTONEHUH, aCCOLUHPOBAHHBIN C

myTanusam B rene GALE [26].

2. /InarnHocTuka 3a00/1eBaHUs WJIH COCTOSIHMA (TPyNIbI 3200/ 1eBaHUI MM
COCTOSTHMI), MEAMIIMHCKHE NTOKA3aHUS M IPOTHBONOKA3aHUS K IPUMEHEHHIO

METOA0B JUMATHOCTHKH

Kpumepusimu ycmanoenenus: ouazrnosza I'AJI sensomcs nosvluienue yposHs 2aiaKmosnl &
Kkposu, cHudcenue axmusHocmu ¢pepmenma IAJIT (Ons eanakmosemuu | muna), evisigneHue
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 CIMAOUl.
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2.1 Ka100bI M aHAMHE3

Ilpu cbope anammesa u 4anob pekOMEHOOBAHO 0OpPAMUMb BHUMAHUE HA cledyloujue
AHCaANOObL U AHAMHECTUYecKUue coObIMmus:
B nro6om so3pacme
—  OMAZOUWeHHDIU CEeMEUHbI aHAMHe3 (CXOOHble Cydau 3a001e8anusi Y pOOHbIX Opambes u
cecmep),;
—  OIUBKOPOOCMBEHHbIU OPAK.

Mnaoenywvi nepgulx mecayes HCu3Hu:

—  @s10e cocanue, OmKaz om epyou,

— naoxas npubaska 8 ece;

— peoma;

—  Quapes;

- Jicenmyxa;

—  yeeruyeHue pazmepos neyeHu,

— eemoppazuyeckull CuHOpom (kpogomouugocms uz mecm unvexkyutl, KKT kposomeuenus
u opyeue);

—  COMIUBOCMb,

—  esan0cmy,

—  NOoBblUEeHHAs 8030)OUMOCTY;,

—  gvlOyxaHue 601bUO020 POOHUUKA.

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

2.2 duzukajabHoe 00cae10BAHHE

B nepevie 7 oneit sorcusnu y nayuenmos ¢ I'AJI |, svisignennvix npu nposedenuu macco8o2o
CKPUHUH2A, KIUHUYECKUe CUMRMOMbL  MO2ym omcymcmeosamv. QOHAKO — 6CmMpedaromcs
@yromunamuvie popmovl 3a001€6aHUs U NEPEbLE CUMNIMOMbL MO2YM NOSA8UMbCS HA 3-4 cymKu
JACU3HU, euje 00 NOTYYEeHUs Pe3YIbMAaAmos meCmuposanus.

Ipu uzuxanvrom obcedosanuu mocym Ovims GblsG1EHbL:

—  CHUDICEeHUe Maccyl mena,

—  uKmepuuHocmy (peogice 61e0HOCMb) KONCHBIX HOKPOBOS;
—  yeenuueHue obvema Heusoma,

—  2enamo- unu 2enamocnieHOMe2anust;

— 2emoppazuyecKuil CUHOPOM;
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—  He8poIo2UYecKas CUMNMOMAMUKA - CUHOPOM YeHeMEHUsL, pedce 6030YHCOeHUsl, NPUSHAKU

BHYMPUYEPENHOU 2UnepmeH3Ul.

B mex cnyuasx, koz0a nposedeHue CKPUHUHS0B020 UCCIE008AHUL NO KAKUM-TUOO
APUYUHAM  OKA3AN0Ch HEBO3MONCHbIM UNU pe3yIbmamvl He Obliu NoayueHvl, HeoOX0OUMO
ucxmouamo I'AJI, ecru y nayuenma ecms ciedyroujue KiUHUYECKUe NPOSGIeHUL:

- couemanue Hceimyxu u 2eMoppasuiecko2o CUHOpOMA 6 nepavie 2 Hedenu HCUHU,

- NPUBHAKU NEYEHOYHO-KAEeMOYHOU HeOOCMAmMOYHOCMU

- nossleHUe KAamapaKxmol 8 paHHem 603pacme, 0COOEHHO HA NEPEOM 200V HCUZHU,

- cencuc y OOHOULeHHO20 HOBOPOMCOEeHH020, 8bi38anHbll E.coli;

- coyemanue 3a0epicKU NpubasKu 6 macce mena, VEeIUUEHUS pPA3MepOos8 NeueHU,
MBILUEYHOU 2UNOMOHUU, 3A0EPHCKU MOMOPHO20 pPA3BUMUS U KAMapakmsel y O0emel pPaHHe20

eozpacma.

2.3 JIa0opaTopHbIe TMATHOCTHYECKHE HCCAeT0BAHNS

Jlabopamopnas ouacHocmuka npu HeOHAMAaIbHOM CKpUHUHZe BKIIoYaem onpeoeneHue 6
CYXOM namHe Kpoeu KOHYeHmpayuu oowel 2aiakmosvl, npu NOJI0ACUMENbHOM pe3yivmame —
onpeoenenue axmusnocmu gepmenma I'AJIT u mymayuii ¢ cene GALT («uccredosanue ypoens
2anaKmo3svl 8 KpoBu», «KOMNJIEKC UCCAed08aHull Oisi OUACHOCMUKU 2anakmozemuuy). Ecau
OUACHOCMUKA NPOGOOUMCA Y NAYUEHMA C YIHCe BbIAGNEHHbIMU KIUHUYECKUMU CUMNIMOMAMU, HA
gone oOuemomepanuu, uUHGY3UOHHOU mepanuu, MaKmuka J1adOPaAmopHO2O UCCIe008AHUS
Modicem sKkroyams onpedenenue akmusHocmu gepmenma I'AJIT unu monvko npogedenue JJHK-
ouacnocmuxu. llocne uckmouenus I'AJI |y nayuenmog ¢ 6vicokum ypoeHem 2anakmo3vl
cnedyem npo8oouUms UCCIe008anus OJisi UCKIoYeHus opyaux gopm I'AJI.

Hccneoosanue akmusnocmu I'AJIT ne cnedyem npoeooums 6 meuenue 1 mecsaya nocie
nepenueanuss dPUMpoOYUmMapHou Maccbl m.K. UCCIe008aHue hepmenma ocywecmeniemcs 6

apumpoyumax.

PexoMeHayercsi mpoBeieHHE HEOHATALHOTO CKPMHHUHTA HA HACIIEJACTBEHHBIC 3a00JCBaHUS
BCEM HOBOPOKICHHBIM Il BBISIBICHUS HACJICJICTBCHHBIX HapyIICHWH MeTaboIn3Ma
rajnakTossl [1-7].

YpoBenb yOeaurTeabHOCTH pexoMeHaanuii — C (ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrapuu: 6 coomeemcmsuu c npuxazom Munzopasa Poccuu Ne 274u om
21.04.2022 200a «O6 ymeepocoenuu Ilopsoxka oxazanus MeOUYUHCKOU NOMOWU

NAYUeHmam ¢ BpPONCOCHHLIMU U (UIU) HACIeOCMBEHHbIMU 3a001e8AHUAMUY, 8
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Poccutickoii  @edepayuu maccosviii HeOHAMANbHbIUL CKPUHUHE HA  2ANAKMO3eMUI0
npouseoosam uepe3 3 uaca nocie KOpMaeHus 6 eospacme 24-48 uacoe omcusnu y
OOHOWeHHo20 u Ha 7-e cymiku (144-168 wacos) ocusnu y nedonowennoeo. Obpazey
Kpoeu (HecKonibko Kaneiv) Oepym u3 NAMKU HOBOPOICOEHHO20 HA CHEeYUAlIbHbLLL
Gunomposanvrvlli mecm-onauk. Ilpu nomowu @ayopecyenmno2o memooa 6 NAMHAX
BbICYULEHHOU KPOBU NPOBOOAM ONnpeoeieHue YPOSHs MOMAIbHOU 2aNaKmMO3bl, KOMOPbIll
npeocmaensiem coOoOU Cymmy KOHYeHmpayuu 2aiakmosvl u eanaxkmo3o-l-gpocgpama.
Oyenka pe3yrbmamos HeoOHamanbHo2o ckpununea Ha ['AJI npedcmasnenvl 8

Ipunoscenuu I'l.

Pexomenayercss rmpoBeneHue noxareepxkaromeii auarHoctuku I'AJI —  komrekca
WCCIICIOBAHUM JUIsI JUArHOCTHKM TaJIAKTO3EMHHM BCEM TAIlMCHTaM IIPH BBISBICHHUH
YPOBHSI TOTaJbHOM TaJlaKTO3bI BBIIIE ypOBHS oTpe3noi touku (cut-off) [8,9,10,11,27,
28].

YpoBenb yOeauTeqbHOCTH pexkoMmenaauumii — C (YpoBeHb J0CTOBEPHOCTH
0Ka3aTeJbCTB — 4)

Kommenrtapuii: IloarBepxparomias IMAarHOCTUKa HAa TMEPBOM JTame BKIIOYAeT
ompezaenenne aktuBHoctu ¢Gepmenta IAJIT [8,9,10,11,27, 28]. Ompesnvie mouku npu
onpeoeneHuu YpOo8Hs MOMANbHOU 2aNAKMO3bl 8 PA3HLIX CIPAHAX eapvupyrom om 7 00
20 me/on. B P® nem ooxkymenma, peciamenmupyioujeco Kpumuieckue 3Ha4eHusi 3mozo
nokazamens. Kasicoas nabopamopus 0ondcna ycmanogums ceoil codcmeenHulil padboduil
OUanaszon U nopozosvlli yposeHb 5mo2o nokazamens. OnpedeieHue aKMUEHOCMU
Gpepmenma I'AJIT nposooumcsa 6 3pumpoyumax, NOJIYUEHHBIX U3 2eNaAPUHUSUPOBAHHOU
YENbHOU KpOoBU UNU 6 NAMHAX 8blcyuleHHou Kposu. Y nayuenmos ¢ T'AJI |, komopwim
ObIIO  NMpoBedeHo  nepenusaHue  ApUMpoyumapHol  maccel, akmugHocmv TAJIT
coxpansiemcs meueHue 4 Mmecayes nNocie NePelUBAHUs, UYMO AGNIAEMCS NPUYUHOU
JIOJHCHOOMpUYamenoublx — pe3yiomamos.  Pegepencnvie  snauenus  onpedensaromcs
nHabopom npouszeooumens [27].

Depmenm T'AJIT cmabunen 6 yenvHou kposu, xpauawetics 8 xonroounvHuke (+4 ° C) uiu
npu  KOMHAMHOU memnepamype 6 meueHue 2 Hedelb, O0OHAKO CYWeCmeyiom
onpeoesiennvle HYKIeOMmuoHbvle 8apuanmol, 8 mom uucie u eapuaum yapme (p.N314D),
npu HAIUYUU KOMOpbuIX obpasyemcsi 6oliee mepMonabunvhbili Oel0K No CPAGHEHUIO C
HOpMOU, 4mMO  MOJCem NPUBOOUMb K  JIOHCHONOLONCUMENbHLIM — Pe3VIbmamam

mecmuposanus [28].
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Cruocenue  akmusnocmu TAJIT na <10% om Hopmbl 00bIYHO  A61AemCA
OUACHOCMUYECKUM — NPU3HAKOM  Kiaccuyeckou eanakmozemuu  (Ipunoocenue I'1).
Axmusnocmo T'AJIT nayuenmos ¢ eanakmoszemuei [yapme (GID) cocmaensem
npumepno 25% om KOHmMpONA, 8 MO 6pems KAK aKMUBHOCMb 2emepo3ucom O
knaccuueckou T'AJI (GIN), comoszucom no eapuammy [yapme (D2/D2) unu I'AJI ¢
sapuanmom LA (D1/G) cocmasnsiem npumepno 50% om HOpMANbHOU AKMUBHOCHIU.
Temeposzucomsr no amwremo [Hyapme (D2) ob6viuno obradarom 75% HopmanvHou
GpepmenmamusHoOU aKmMUSHOCMU U He 6ce20d MO2Ym OMIUYAMbCA OM HOPMATbHBIX
KOHmpoJel uiu Hocumesnell UCKIIOYUMENIbHO HA OCHO8e AKMUBHOCMU @epmenma.
Hocumenu eapuanma Jloc-Anoaxcenec, LA (D1) obradaiom ¢hepmenmamuerou
AKMUBHOCMbIO OM HOPMATILHOU 00 CBEPXHOPMANLHOU.

lna onpedenenus akmusnocmu ¢pepmenmog I'AJIK u I'AJID ouaenocmuueckue mecm-
cucmemvl He 3ape2UCMPUPOBAHbL, UX UBMEPEHUE B03MONCHO 6 YCIOBUAX HAVYHO-
ouazHOCMuYecKux 1abopamoputl.

B cayuae kpaiine eblcokux 3HAYEHU 2alaKmMO3bl He Clledyem 00HCUOamvcs pemecma uiu

noomeepacoaruell OUAZHOCIMUKIU U cpA3y OMMEHUMb MOJOYHbIe NPOOYKMbL (CM. pazodei

«Jleuenuey)

Pexomennyercsi onpesenenue myrtanuii B reHe GALT B KpoBu / CyXOM MSITHE KpPOBHU
METOZOM TIOJIMMEPAa3HOM IIETMHOW pEeaKIHH B PEKUME peallbHOTO BPEMEHU W/WIN
OIlpeJieJIeHUe BapUaHTOB T€HOB B 0O0Opasle OMOJIOTHYECKOro Marepuana JpyroM WM
HEYTOYHEHHOM,  HEKJIacCU(UIMPOBaHHbIE B  JAPYrUX  pyOpHKax,  METOAOM
cekBeHnpoBaHus 1o CeHrepy (TIOMCK MaTOTeHHBIX BapuaHToB B reHax GALT, GALKI,
GALE) BceM mammeHTaM CO CHIDKCHHOW aKTHBHOCTBIO (PEpMEHTa W/UIIM C BBICOKHM
YPOBHEM TaJaKTO3bl C LIEIbI0 MOJEKYISIPHO-TEHETHUECKOTO MOATBEPXKACHUS JMarHo3a
T'AJL[7, 15].

YpoBenb yoOeautesbHocTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

Kommenrapuii: Iloomsepocoarowasn JIHK-0uaenocmuka xnaccuuecxou I'AJI exnrouaem
06éa smana: 1) ckpunune na Hauboree uwacmvie mymayuu 6 2ene GALT u eapuanm
[lyapme; 2) noanviti ananuz ceHa Memooom npsmMOo20 Ad8MOMAMUYEcKo20 CeK8eHUPOBAHUSL
0151 8vlsGIeHUsL Oonee pedkux mymayui. Ha nepeom smane naubonee yenecoobpazmo
npogedernue noucka cireoyrowux mymayui 8 2ewe GALT: p.Glnl88Arg, p.Lys285Asn,
IVS3-2a->c, p.Meti42Lys, p.Leu358Pro, cocmasnsaiowue 6 cosoxynnocmu 82,1%
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MYMAHmMHuIX annenei 8 poccutickou nonynayuu, u p.Asn314Asp (N314D, eapuanm
Iyapme). Ancopumm ouaecnocmuxu I'AJI I npedcmasnen 6 [Ipunoscenuu I 1.

Ipu nanuuuu y pedenxa kaunuueckux nposgienuu I'AJI | ¢ evicokum yposnem eanakxmo3sol
8 Kposu u HopmanvHou akmuenocmoto gpepmenma I'AJIT nposooumcs nouck mymayuii 8
eene GALE, «xooupyrowem @gepmenm  ypuounougpocgham-earaxmoso-4-snumepa3sy

(I'AJ13), ona ucknrouenus eanrakmoszemuu Il muna u eena GALK, ona ucknrouenus I'AJl

Pexomenayercst BceM NalMeHTaM C TIOJO3PEHHEM Ha TaJakTO3EeMHI0O M B Ipoliecce
JTUHAMUAYECKOTO HAOJIOJCHHUS MPOBOAUTH OOMMKA (KIMHUYECKUN) aHaIu3 KPOBHU
passepHyThIii [1, 7, 31, 32, 33].

YpoBenb yOeautenbHocTH pexkoMenaanuii — C  (YpoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrapuu: wecmomps Ha omcymcmsue cneyuguueckux usmenenui, Oowuil
(KNIUHUYECKULl) aHanu3 Kposu pa3eepHymslii NPO8OOUMCs NAYUeHmam ¢ 2aiaKkmoszemue
npu ouazHocmuke u 6 npoyecce OUHAMUYECKO20 HAONOEHUs 8 C843U C NOBbIUEHHOU
yacmomou  UHGEKYUOHHBIX — oclodcHenuti. Hacmoma  Kowmpons 8  OuHaMuKe

onpeoensiemcs UHOUBUOYAIbHO, He pexce | paza 6 200.

Pexomenayercsi BceM MalMeHTaM C  KIMHUYECKOW KApTUHOM  TralakTO3eMHH
uccien0BaHue 001Iero, OMOXUMHYECKOTo aHamu3a Mour (OOIMil (KITHHUYECKUI) aHATIH3 MOYH),
(UccnenoBanue ypoBHS Kanblusg B Moue, MccrnemoBaHwe ypoBHS HaTpus B MOYE LUTPATOB,
OKcaJlaToB B Moue), a Takke OmpeneneHne KOHIEHTPAIWK BOJOPOAHBIX MOHOB (pH) moum,
ynensHoro Beca Mouu (McciaemoBanue moum MetoaoM 3umuHuukoro (COop Moum Juis
nabopaTtopHoro uccienoBanus, Onpenenenue oobema MouM, OnpezeneHHe YIEIbHOTO Beca
(OTHOCUTENHHOM TIJIOTHOCTH) MOYH)) C IIEJIbIO0 OLIEHKH (PYHKIIMOHAIBHOTO COCTOSIHHS MOYEK U
OLICHKH PHCKa/CBOESBPEMEHHOM AuarHocTiku hopmupoBanus koukpementos [30, 31, 48].

YpoBenb yOeaureJbHOCTHM PpexkoMeHgaumid - C (YpoBeHb [0CTOBEPHOCTH

A0KA3aTEJbCTB — 4)

KommenTapuu: y psoa nayuenmos, nomyyarowux ouemomepanuio cMecimu Ha OCHOGe

cou, Habnodaemcs HapyuieHue padomvl NOYEK, HNOBbIUEHUE COOePI’CAHUS CcOonel

oKcanamoe 6 moue.

PeKOMeH)lyeTCﬂ BCEM IMAlUMCHTAM C KIMHUYCCKUMHU MPOABICHUAMU 'AJl JJId OLCHKH

(YHKIIMOHAJIBHOTO COCTOSTHUSI BHYTPEHHUX OPTaHOB U HYTPUTHBHOIO CTaTyca MalueHTa
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aHaJN3 KPOBU OMOXUMHUYECKUH OOIIECTEPaneBTHUECKUI MPU TICPBUYHON TUArHOCTUKE U B
mporiecce JuHaAMHUecKoro HabmoaeHus [6, 7, 15, 29-35].

YpoBenb yoeauTeabHocTH pexoMengamuii - C  (YpoBeHb JIOCTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrapum: B neobxooumvie noxkazamenu OUOXUMUYLECKO2O AHANUZA KPOBU XOOM.:
TIII0K03a, 0o0mui Oenok, OenkoBbie (pakiuu (MCCIeIOBaHWE YPOBHS albOyMHUHA B
KPOBH, ONpE/CICHHE aTbOyMHH/TJIIOOYJIUHOBOTO OTHOIICHHUS), OOIIUi, CBOOOTHBIN M
CBSI3aHHBIN OmMpyorH B KpOBH, eI0YHas docdarasa, ramma-
TIIyTaMUJITPAHCIICNITH a3, KPEaTUHHH, MOYEBHMHA, allaHMHamuHoTpanchepaza (AJIT),
acnapratamuHoTpancdepaza (ACT), kampuuii OOMMNA W MOHU3HPOBAHHBINA, HATPHIA,
KaJIii, Heopraumdeckuii pocdop, xene3o u GeppuTuH.

B css3u ¢ mem, umo npu nopadiceHuu nevenu Hapyuaemcst 0OMeH TUnUd08 NPosoosImcs
Makoice UCcied08anus YposHell X01eCmepuna, mpueiuyepuoos, TUNONPOmeudos HU3Kou

U 8bICOKOU NIOMHOCIU (UCCIe008aHUe YPOSHSL Tunonpomeuros 6 kposu) [50].

PexoMeHayeTcsi KOHTPOJIb KOAryiaorpammbl (OPHEHTHPOBOYHOTO HCCIIEIOBAHUE CHCTEMBI
reMocra3za) IMaluMeHTaM C KJIMHUYeCKUMHU nposiBieHusmu ['AJl  anga  oueHku
(bYHKIIHOHAIBHOTO COCTOSHHS MICUYCHH M CBEPTHIBAIOIIEH cucTeMbl KposH [6, 15, 29].
YpoBenb yOenuTeabHocTH pexoMengauuii - C (ypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

Kommenrapun:  HeoOxooumvie noxazamenu  xoacynoepammei:  AYTB, MHO,

npompomMoOUHo8oe 8pems, pudbpuHozeH.

Pexomenayercss  ompenenenue — C-peakTHBHOTO  Oelka B CHIBOPOTKE  KpOBH,
IMPOKAJIBIUTOHNHA, KHCJIOTHO-OCHOBHOI'O COCTOAHHUSA W Ta30B KpPOBU IIallUCHTaM C
KIIMHUYECKUMU TposBieHUsIMU ['AJl ¢ 1enbro AMarHOCTUKH CENTHYECKUX COCTOSHUMN
[39, 40, 41].

YpoBenb ybOenutreJbHOCTH PpekoMmengauuid - C (YpoBeHb [0CTOBEPHOCTH
J0KA3aTeJbCTB — 5)
Kommentapum: cencuc, obycroenennviti E.COli  signsemca oOnum uz wacmeix u

CEPLE3HBbIX OCNOJCHEHULL npu cajiaKkmosemuu.

Pexomennyercs nanyeHTaM c KIIMHAYECKOU KapTUHOMN rajJlJakTo3eMHUN IS
mudpdepenumnanbHoil  auarHoctukun ['AJI onpenenenue  akTuBHOCTH — anbda-1-
AHTUTPUIICUHA B KPOBH JUIsI HCKIIIOUEHUs nedurnuta anbda-l-antutpurncuna; u anbda-

(I)CTOHpOTeI/IHa JJI UCKITIOYCHU A 3a60J’IeBaHHI>i, COIMPOBOXKAAOIINUXCS HpOHH(bCpaHHCﬁ
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KEITYHBIX TPOTOKOB; MPOBEJICHUE TAHIEMHON MAacC-CIIEKTPOMETPUU ISl MCKIIOUYCHHUS
HapylIeHUii 0OMEHa aMUHOKHCIIOT, OPTaHUYEeCKUX KUCIOT M HapyIIeHUH B-okucieHus
KUPHBIX KHUCJIOT; aMMHaka B IJJa3M€ KpPOBU JUISl WCKIIOYCHHS] HAPYIICHUW IIMKIIA
MOYCBHHEI [2, 41, 42, 51].

YpoBenb yOenuteJbHOCTH PpexkoMeHgauuii - C  (ypoBeHb JOCTOBEPHOCTH
JA0KAa3aTeJbCTB — 4)

Kommenrapuu: «  3a6onesanusim, ¢  KOMoOpbiMuU  HeOOXOOUMO  NPOBOOUMb
ougheperyuanvbHyo OUACHOCMUKY OMHOCAMCSL:

- Oeuyum anvgpa-l-anmumpuncuna (011 ucKkIOYeHUs onpeoensemcs anvpa-1-
AHMUMPUNCUH 8 KPOBIL)

- 3a601e8aHus U3 PYNNbl HAPYUWIEHUS YUKIA MOYeBUHbl, Yumpyiunemuu 2 muna u
HapyuleHusl 6-0KUCICHUS JCUPHBIX KUCAOM U Op. (0151 UCKIIOUEHUSI ONPeOeNsiemcsi CNeKmp
AMUHOKUCTIOM U AYUIKAPHUMUHO8, d MakKdice YpoeHs ammuarka 6 kposu).Crnedyem c
OCMOPOACHOCMBIO OMHOCUMCS K UHMePNpemayuu pe3yibmamos aHaiu3a AMUHOKUCIOM,
NOCKONIbKY NOoBbluleHUe VPOBHS Qenunananuna, MuposuHa U MeMUOHUHA YACTO
Habnwoaemcss npu  3a001€6AHUSX,  CONPOBONCOAIOWUXCS  MANCENLIM  NOPAINCEHUEM
neuexu.

- muposunemus mun 1 (013 UCKIOUEHUs. ONpedensiemcs CYyKYUHUI ayemon 68 Kposu u/uiu
Moue)

- BDOJICOCHHbIE HAPYULCHUSI CUHIME3d HCENUHBIX KUCTOM (0151 UCKTIOYEHUs ONPeQensiemcsl
CNEeKmp HCeNUHbIX KUCIOM 8 MoYe)

- MUMOXOHOpUAanbHule 2enamonamuu (0N UCKIIOYEHUsT ONnpeoensiemcs KUCIOMHO-
OCHOBHOE COCMOsIHUE, YPOBEHb TAKMAMA 8 KPOBU)

- nepokcucomuvle Oone3Hu (051 UCKIIOUEHUS ONPedessliomcst O4eHb ONUHHOYENOYeUHble
JHCUPHBLE KUCTOMDBL 8 KPOBU)

- TORCH ungexyuu u eupycuvle cenamumvl (0J51 UCKIIOYEHU NPOBOOUMCSL
obcnedosanue na TORCH ungexyuu u mapkepbl UpyCHbiX 2enamumos)

- NOPOKU UW/UNY AHOMAIUU PA3GUIUS HCENUHOU CUCeMbl (01 UCKIIOYEHUsL NPOBOOUMCSL
V3U sicenunoeo nysvips Hamowax u opyeux opeanos OpowHo no10Cmu)

- 8DOJICOEHHble AHOMAIUU NOPMATLHOU Cucmemvl (071 UCKIIOYEeHUs NPOBOOUMCS]
oonepocpaghusi NOPMAIbLHOU CUCMEMDbL)

- HacireocmeeHHvle 3a001e8aHUA, NPOAGIAIOWUECS XOAeCcma3om (0Nl UCKIIOYEHUs.
nPOBOOAM MONEKYIAPHO-CEHEMULECKOe UCCIe008aHUEe NO 2eHEMUYECKUM NAHENAM,).
Buvibop uccnedosanuti u ux ob6vem onpeoensemcs KIUHUYECKOU cumyayuel 6

UHOUBUOYATILHOM NOPsiOKe.
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2.4 HNHCTpYMeHTAJIbHbIE JMATHOCTHYECKHE MCCIeIOBAHMSA

Pexomenayercsi MpoBeeHUE YIBTPA3BYKOBOE HCCIEAOBAHUE OPraHOB OPIONIHOW MOJOCTH
(KOMIUIEKCHOE), YJIbTPAa3BYKOBOE MCCIICIOBAHME IOYEK U HAANOYEYHUKOB BCEM
MalMeHTaM ¢ KJIMHU4YeCKUMH npusHakaMu ['AJl unu ¢ ycraHoBieHHbIM auarHo3om ['AJl
IPU MAacCCOBOM CKPHUHHUHIE VISl BBISIBJICHHUS T'eIaTo-, CIUICHO- M He(ppoMmeraimu, aciura
[1,2,15].

YpoBenb yOenureJbHOCTHM PpexkoMengauuid - C (YpoBeHb [0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KoMmMeHTapuu: o0ns oyewku KpoBOmMoKa 6 pamKax YIbmpa38yKo8020 UCCIe008AHUI
nPOBOOSIMCSL MAKICe DONNIEPOSPaApusi coOCyO008 NeyeHu, celle3eHKU, nodex ([[yniekcroe
CKaHUpoBauue cocyoo8 neyenu, J[ynjieKcHoe CKaHUpoOBauue CcoCy008 Cele3eHKU,
Jlynnexcnoe ckanupogarue HudiCHell NOaoU U NOYEUHbIX 8eH, J{ynieKcHoe CKaHUposaHue

apmeputil noyex)

PexoMenayercsi npoBeneHrne O0(QTaTbMOCKONUHA C MCTOJIb30BAaHUEM IIEIEBOM JIAMITBI BCEM
nmanmueHTaM C YCTAHOBJICHHBIM OHWMAarHo30M T'AJ1 IJIs1 BBIABJICHUS KaTapaKThbI I/I/I/IJII/I
JPYTOil MaTOJIOTHH 3PUTENILHOTO aHanu3aTopa [1,2].

YpoBenb yOeaureJbHOCTHM pexkoMmenganumid - C  (YpoBeHb [0CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

Kommenrapuu: Kamapaxkma  nosensiemcs y  nayuewmos, He  NOLYYAIOWUX
duemomepanu;o 6 nepevie Heoenu HCU3HU, KAK npasulo, OHA MoalHcenit Oblmb 06Hapy:)fceHa

MOJIbKO npu ocmompe ¢ NOMOWbHO LL;@]I@@OZJ Jamnal.

2.5 Unble AUATHOCTHYCCKHEC UCCJICI0BAHUSA

PexoMeHnayeTcsi KOHCYNIbTAIUSI Bpaua- FTeHETUKA (TIEPBUYHBIC U TIOBTOPHBIE TIO TTOKA3aHUSIM)
ManueHTaM ¢ yCTaHOBIEHHBIM auarHo3oM ['AJl ¢ nenpio KOHCynbTHpOBaHHS (COOp
aHamMHe3a M KaJlo0; COCTaBIEHUE POJIOCIOBHOM, BHM3yalbHOE UCCIEJOBAHUE C
MPOBEACHUEM AHTPOIIOMETPUHU: HU3MEPEHHE pOCTa, BECa, OKPYKHOCTH TOJIOBBI),
Ha3HA4YCHHS M KOPPEKIUU AUETOTEPAIHU, OCYIIECTBICHUS KOHTPOJIS 32 aJeKBaTHOCTHIO
ee BbImoHeHus [15].

YpoBenb yOeaureqbHOCTHM PpexkoMengaumid - C  (YpoBeHb [0CTOBEPHOCTH
J0KA3aTeJbCTB — 5)
KommenrTapuu: xoucynemayus no eonpocam numaHusi HPOBOOUMCS  8PAYOM-

ouemonocom npu docmynHocmu O0aHH020 cneyuanucma. Taxoice 6 CIYHAAX KIUHUYEeCKUX U
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1a6OpamopHbIX OAHHBIX, YKA3bIBAIOWUX HA 3abonesanue u/uiy nocie MNoay4eHus
Pe3VIbmamos Maccog8o20  CKpUHUHZd, CBUOEMeNbCMBYIOWUX O 2AJIaKMOo3emMul,
HA3HAYUMb OUEMOmepanuio O0JIHCEH 8pAY-HeOHAMON02 Ul epay-neouamp/spay oowel

NPAKMuKU (cemetinblil 8pay).

Pexomenayercsi KOHCY/IbTalMsg Bpada-odranbMosiora, (MEpBUYHbIE M TMOBTOPHBIE IO
HOKaSaHI/ISIM) nanueHTaMm C YCTAHOBJICHHBIM JHArHO30M T'AJl n Ipyu  HaJIM4YUHU
KJIMHUYECKMX CHUMIITOMOB, yka3biBatomux Ha ['AJI, ¢ 1enpio BbISIBIEHHSI HapyLIEHUN
3pCHUS U BBISABJICHUS KaTtapakThl [7].

YpoBenb yOenuteJbHOCTH PpexkoMeHgauuii - C  (ypoBeHb JOCTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

PexomeHnayercsi KOHCYNbTAallMs Bpadya-HEBpoJora, (MEpBHUYHBIC M  IMOBTOPHBIE I10
MOKA3aHHUSIM) C [EJIbIO BISBJICHHSI HAPYIICHUs (DYHKIMI HEPBHOM CHCTEMBI IALUECHTAM 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)

Pexomenayercst KOHCyNIbTallusl Bpada-TieAuaTpa/Bpada-TepaneBTa/Bpada oOIIEH NpPaKTHKU
(cemeitHoro Bpava) (MEpBHYHBIE W TMOBTOPHBIC MO TMOKa3aHUsIM) manueHtam ¢ ['AJl, ¢
LIETbI0 OIIEHKH OOIIEro COCTOSHUS, HYTPUTHUBHOTO CTAaTyca M JUArHOCTUKU/TEpanuu
OCTIO)KHEHUH, B T.4. NH(EKIIMOHHBIX, MAIIUEHTaM C YCTaHOBIEHHBIM nuarnozoMm ['AJl u
[PU HATHYUA KIMHHYECKUX CHMITTOMOB, YKa3biBatorux Ha ["AJT [15].

YpoBenb ybOenutreJbHOCTH PpekoMmengauuid - C (YpoBeHb [0CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

PexoMeHayeTcsl KOHCYJIbTAllMsl Bpada-racTpO’HTEpOsIOra (NEpBUYHBIE M TOBTOPHBIE I1O
MOKa3aHUsAM) TMalMeHTaM C YCTaHOBIeHHbIM aAuarHo3oM ['AJl u mnpu Hamuuuu
KJIIMHUYECKUX CHUMITOMOB, yKasbiBaromux Ha ['AJl, ¢ 1enpi0 BBISIBICHUS HapyIICHUS
(bYHKIMI KeTyI0YHO-KUILIEUHOTO TpakTa [43, 44].

YpoBenb yOeaureJbHOCTHM PpexkoMeHgauuid - C (YpoBeHb [0CTOBEPHOCTH

0KA3aTeJbCTB — 4)
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PexoMeHI0BaHA KOHCYJNBTallMsl Bpada - JueTosiora (NMEpBUYHBIE W IOBTOPHBIE TIO
MOKa3aHMUsAM) MAIlMeHTaM C YCTAHOBJIEHHBIM JuarHo3oM ['AJl wimu ¢ KIMHUYECKUMHU
npusHakamu ['AJ] 11t Ha3HaYeHUS U KOppeKuuK auerorepanuu [15, 29].

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

KommenTapuu: 6 ciyuae omcymemeus epaua-ouemonozda, modxcem Oblmb NpoedeHd
KOHCYIbmayusi epava-zeHemuxa. Taxoce 8 cayuasx KIUHUYECKUX U J1AOOPAMOPHBIX
OGQHHBIX, YKA3bIGANOWUX HA 3a001e8aHue UW/UIU NOCie NONYHUeHUs pe3yIbmamos
MACCOB020  CKPUHUHEd,  CBUOEMENbCMBYIOWUX O  2ANAKMO3eMUU,  HA3HAYUMb

ouemomepanuio O0JIXHCEH 8PAY-HEOHAMON02 UNU 8PAY-NeoUamp.

PexoMeHnayercsi ydacTHe B JMArHOCTHKE W BEICHWM MAallMEHTOB C TaJlaKTO3eMHEH
MYJIbTHIUCIMILTAHAPHON KOMaH/IbI CIICIIUAIUCTOB B CBSI3U C HAJIMYMEM Pa3HOOOpPa3HBIX
KJIMHUYECKUX MPOSBJICHUI rajakro3eMuu [45].

YpoBenb yOeauTeabHocTH pexoMenganmuii - C  (ypoBeHb J0CTOBEPHOCTH
0Ka3aTeJbCTB — 4)

KommenTapuu: moeym  Ovimb  HeobOX00umvl  KOHCyIbmayus/éedeHue  8paya-
Hegponoea/epaua-ypono2a/spaia-ypono2a-aHoponoza  0emcko20 npu  00paz08aHuu
OKCANIAMHBIX MOYEBbIX KOHKPEMEHMO8 C Yelblo Mepanuu OaHHO20 COCMOSAHUS, 8payd-
uHexyuoHucma,  8pava-aHeCmMesuUoN02a-peaHuMamonoed,  6paia-  KIUHUYECKO20
Gapmakonoea npu HAIUYUU UHDEKYUOHHBIX, 8 M. 4., CENMUUECKUX OCLONCHEHUN, 8paya-
9HOOKPUHON02a/8pAUA-0emCKO20  IHOOKPUHOI02A/8paua-aKyuepa-eunekoioea  npu
HapyuleHuy QYHKYUOHUPOBAHUSL HCEHCKOU PenpoOVKMUBHOU CUCHEeMbl, MEOUYUHCKO2O0

ncuxojoed, n020neoa u Op 8 3a8UCUMOCMU OM KJIUHUYECKOU cumyayuu.

2.6 IuddepenuuanbHas IMarHocTUKA

PexomengoBaHo mamueHTaM ¢ KIWHUYeckuMH —cumnromamu ['AJl  mpoBeneHue
muddepeHIMaTbHOM  AMArHOCTUKM € 3a00J€BaHUSIMH, HUMEIOIIMMU  CXOXYIO
CHUMIITOMAaTUKY C TI€JbIO0 YCTAHOBJICHUS ITMAarHo3a W Ha3HAYCHHS COOTBETCTBYIOUICH
Tepanuu [41].

YpoBenb yOeaureJbHOCTHM PpexkoMeHgaumid - C (YpoBeHb [0CTOBEPHOCTH
0KA3aTeJbCTB — 5)
Kommenrtapuu: /Juggepenyuanvrasn ouacnocmuxa npogooumcsi c:

O 0ONe3HAMU, CONPOBONHCOAIOWUMUCS XONECMAZOM U/UNU YBeTUYeHUueM nevyeHu

(ecenamum, CUHOPOM Anasxcunv, npozpeccupyrowuii cemelnblll
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BHYMPUNEYEHOUHbIIl XOJlecma3 4-x mMunos, HEOHAMANbHbll 2eMOXPOMAmos,
HapyweHus YUKIa MO4e8uHbl, MUMOXOHOPUATbHbIE 2eNamonamuu, HeOHAMmalbHas
BONUAHKA,  BPONCOEHHble HAPYWEHUS  2NUKO3UNUpOsanus, Oepuyum  ol—
anmumpuncura, muposunemuss mun I, 6onresno Humana-Iluxa mun C, 6one3nwvio
Bonvmana, oegpuyumom yumpuna, neweHouHass 2eMaHeUOIHOOMeENUOMA U op.),

O  BPONCOCHHLIMU  NOPOKAMU U  AHOMANUAMU  IHCENUEBbIBOOAWEU  CUCTEMbL
(bunuaprnas ampe3sus, KUCmMa xonieooxa u op)

O  BPOJNCOCHHLIMU AHOMANUAMU NOPMATLHOU CcUcmembl (OMKPbIMblLL  aApaHyues
NPOMOK, NOPMOKABANbHBIUL UWLYHIM - MedHCOY BOPOMHOL 8EHOU U HUNICHEeU NOIOU
BEHOlL, UNONIA3USL BHYMPUNEUEHOYHOU NOPMATIbHOLL 6E€Hbl)

O MPAH3UMOPHOU 2unepeailaKkmoszemuell, Komopas ommedaemcss npu no30HeM
3axKpvimuu 6eHo3Ho2o0 npomoxa (Ductus venosus) u ucuesaem 6 meuenue 2-3-5
Mecsayes nocie e20 3aKpblmus, a Maxdce y 2emepo3sucOmublX Hocumenell

madicoprvix mymayuti 6 2cenax GALT u GALE.

3. JleueHue, BKJIOYAsI MeTMKAMEHTO3HYI0 U HEMeTUKAMEHTO3HYIO TepaInuH,
AMETOTEPaANuIo, 00e300,1uBaHNe, MEAMIUHCKUE OKA3AHUS H

NMPOTHBOINIOKA3aHUA K IPUMECHCHUIO METOA0B JICUCHUA

3.1 KouncepBaTuBHOeE JieueHHe

Pexomenayercsas npu nono3peHun Ha ['AJl y MiazgeHna Ha OCHOBAaHUM KIIMHHUYECKOW
KapTUHBI VI JIAHHBIX HEOHATAJILHOTO CKPUHUHTAa HEMEIJIEHHO IEePEHTH Ha JTUETY C
WCKITIOYEHHEM TaaKTO3bl U JIAKTO3bI (HampuMep, Ha OCHOBE COU, THIPOJIM3aTa Ka3euHa
WJIM DJIEMEHTApPHOM CMECH), HEe JI0KH/IasiCh MOATBEPKICHUS JUArH03a C b0 CHUKCHHUS
00pa3oBaHus TOKCHYECKUX MeTtadbonuToB [1, 7, 13].

YpoBens yOenuteabHocTH pexoMengamuii - C  (ypoBeHb 0CTOBEPHOCTH
10KA3aTeJILCTB — D)

Kommenrapun: [lpunoscenue A3.1 — nepeueHv cneyuaiusupo8aHuvlx HpPoOyKMos
0emcKko20 Ouemuueckoeo JaedebHo20 numauus 011 Oemeli paHHe2o B803pacma npu
eanakmoszemuu, exknrouennvix 8 Pacnopsowcenue Ilpasumenscmea P® om 11.12.2023 N
3551-p «O6 ymeepowcoenuu nepeuns CcneyuarU3UPOBAHHBIX HNPOOYKMOS J1e4eOH020

numanusi 07l Oemeu-uHeaIuo08y.

PeKOMeHI[yETCﬂ SJIMMHUHAIUOHHAA AWECTA, MpeayCMaTpUuBaromas moXXu3HCHHOC NCKIIFOYCHUE

U3 panuoHa IMPOAYKTOB M JICKAPCTBCHHBLIX IIPE€IapaToB, COACPIKAINHUX TaJlaKTO3y U
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JIAKTO3Y, BCEM MAIlMEHTaM C MOJATBEPKACHHBIM auarHo3om kiaccuueckas ['AJl | u TAJI
Il Bcex BO3pacToB, C 1EIbI0 CHUKECHUS 00pa3oBaHKs TOKCHYHBIX MeTabonuToB [1,13, 46].
YpoBeHb yOeauTeqabHOCTH pexoMeHaanuidi - C (YpoBeHb [0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KoMMeHTapuu: 1eobxo0umo noiHocmvio UCKIIOYUMb U3 PAYUOHA NAYUEeHMA 000U GUO
MOJIOKA (8 MOM HUCTe JHCEHCKOoe, KOPO8be, KO3be, 0emcKue MOIOYHble cMec U Op.) U 8ce
MOJNOUHble U KUCTIOMONIOYHbIE NPOOYKMblL, 8 COCMA8 KOMOPbIX 6X00UM MOI0KO (X1eo,
8bINEUKd, COCUCKU, KONOACHL, Kapameib, Cla00Cmu, Mapeapuusl u m.n.). 3anpewaemcs
MaKoice UCNOIb308aHUE HUSKOIAKMOZHBIX CMecell U MOJIOKA.

P50 npoodyxmos pacmumenvrnozo npoucxoxcoenus (60606vie, cosi (HO He U30IAM COE8020
benxa), Kakao, wWOKONAO, Opexu, WNUHANM) COOEPHCUM OAUSOCAXAPUObL - 2ANAKMO3UOb
(pagdunosy,  cmaxuosy),  AHCUBOMHO20  NPOUCXONHCOeHUsT  (cyOnpodykmel) -
2NIUKONPOMEUHDL, KOMOPbLe SGNAIOMCS NOMEHYUATbHLIMU UCTOYHUKAMU 2AIAKMO3bL (CM.
Ipunooicenue I'5.), nosmomy OHU UCKIIOYAIOMCS U3 NUMAHUS NAYUEHMO8 OemcKOo20
803pAcCMa U 02PAHUYUBAIOMCS 8 NUMAHUU 63POCIBIX NAYUEHMOS.

B nacmosiyee  epems  Ouema ¢ MAKCUMAILHO ~— CMPOSUM  UCKIIOYEHUEM
2ANAKMO3b/IAKMO3bL  —  OMO  €OUHCMBEHHBIIL  CNOCOO  COKpAmums  HAKONIEHUe
MOKCUYHO020 KOMHOHEeHma - 2anakmo3o-1-gpocpama 6 mxanax nayuenma ¢ Kiaccuieckou
eanakmosemuell U 2alaKmumona y nayuenmos ¢ oeuyumom eanrakmoxunazvl. Ilpu
JIE2KOM MeYeHuu 2aniakmosemuu, o00yciosiennou Jdepuyumom YJ[D-3, 603M0xCcHO
UCNONL306AHUE  HUZKOSAIAKMO3HOU Ouemvl 8 COOMBEMCmeUun ¢ OONYCMUMbIMU
KOIUYeCmeamu 2aiaKkmo3uvl 8 payuone nod KOHMpoiem ee YPOGHs 8 Cbl8OPOMKe KPOBU.
Ilpu cocmasnenuu neyeOHbIX payuoHo8 Ol NAYUEHMO8 C 2alaKmo3emMuel Koauvecmso
OCHOBHBIX NUWEBLIX BeULeCME U IHEPSUU OOJICHO COOMBEMCMBOBANMb PEKOMEHOYEMbIM
Quzuonrocuweckum Hopmam nompebnenus. B numanuu Oemelli nepeoco 200a MHCUHU
MamepuHcKkoe MOJIOKO UW/Uiu O0emcKue MOJIOUHble CMeCU OOJNHCHbL OblMb 3aMeHeHbl
A0anmMupoBanHbIMU NO COCMABY De31aKmo3HbiMu opmyramu. Jnsa nevenus nayueHmos
¢ I'AJI ucnonv3yromes cneyuanu3uposantsvle cMecu HA OCHO8E U30NAMA COe8020 benKa
U BbICOKO2UOPONUZOBAHHBIX MOJNOUHBIX 0enK08. Takdce UCHONb3YIOMCA cMecU Ha
OCHOB€ CUHMEMUYECKUX AMUHOKUCIOM U Oe31aKmo3Hble KA3eUHNPeOOMUHAHMHbIE
MOJTOYHbIE CMECU.

Pexomenoyemcs neuumo nayuenmos ¢ I'AJI 1, 11, ¢ nomowwro noscusnennou ouemsi ¢
OcpanuyeHueM COOepHCaHUusl 2alaKmo3bvl, KOMOpas UCKII0Yaem mMOabKO UCHOYHUKU
JIGKMO3bl U 2ANAKMO3bl U3 MOJIOYHBIX NPOOYKMOBG, HO NO3BOIAEN NOIYYAMb 2ANAKMO3Y U3

HEMOJIOYHbIX UCMOYHUKO6, KOnmopble CanprCClm MUHUMAIbHOE KOJu4Yecneo 2dlaKknmosbl
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8 payuoHe. B pamrax smoeo onpeodenenus mMbl NpUHUMAEM, YMO HeDONbULOe KOTUYECHBO
2aAKMO3bl NPUCYMCIMEYEM 8 ONPeOesleHHbIX 3PeNblX Colpax u Kaseunamax. B nacmoswee
gpemMsi  Hem  OOCMAMOYHBIX  OOKA3AMENbCME,  NOOMBEPHCOAIOUUX — KOHKPEMHYIO
803DACMHYI0 PEKOMEHOAYUI0 OMHOCUMENILHO KOIUYeCmed 2alaKmo3sbl, pa3peulenHo20 6
payuone.

Ilepeuensv npodykmos, cooepacawmyux 2anrakmosuodsvl u bozamvle 2IUKONPOMeUOamMu — 8

Ipunoowcenuu A3.2

PeKOMeHHyeTCﬂ HCIIOIL30BaTh CMECH Ha OCHOBE M30JIATa COEBOro OelKa ImarMeHTaM C I'AJl

He

0e3 pUCKa aJUIePTUYECKUX PEaKIHid, B Ka4eCTBE JICYCOHOTO MPOAYKTA C LIEIb0 CHUKCHUS
00pa3oBaHus TOKCUYHBIX MeTabouToB [1,3,4].

YpoBenb yOeauTeabHocTH pexoMenganmuii - C  (ypoBeHb J0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KommenTapum: npu ucnonv3osanuu coesvix cmecell 6 NUMAHUU 2PYOHbIX Oemell
B03MOJICHO NOAGIEHUE ANLNIEPSULECKUX PeaKyull Ha OeloK COu.

B maxux cnyuasax yenecoobpazno HazHavyame cmecu Ha OCHOBE 8blCOKOSUOPOIUZOBAHHBIX
MONOUHBIX Oenkos. B 3asucumocmu om cocmosinusi pebeHKa 603MOICHO COHUEMAHHOe
NpUMEHEHUe COeBOU CMeCU U CMeCU HA OCHO8e 2UOPOIU3AMA KA3EUHA 6 COOMHOUEeHUU
1:1. B cayuae couemannoii annepeuu K coe u 6eiKy KOpoebe2o MOJOKA, PEeKOMEHO0BAHO
npumeneHue — cmeceli  HA  OCHO8e  AMUHOKUciom.  Bozmoowcno — npumenenue

Ka3eanpedomuHaHmelx 0e31aKMO3HbIX MOJIOYHBIX CMecell.

PeKOMeHAyeTCsl TPUMEHATh O€3/IaKTO3HbIE MOJIOYHbIE CMeCH C THpeoliaJjaHueM
ceIBOpOTOUHBIX OenkoB (60% wu Oonee) marmenTam ¢ ['AJl, ¢ menbio mpeaoTBpamieHus
MOCTYIUICHUS TAJIAKTO3bI B opranmsm [1,3,4].

YpoBenb yOeaureqbHOCTH PpexkoMeHganmid - C  (YpoBeHb [0CTOBEPHOCTH
10KA3aTeJILCTB — D)

KommenTapuu: ykasaunvie cmecu mocym codepiicamsv —C1edogvle  KOIU4ecmed

2AiaKkmo3sbul.

PeKOMeH)lyeTCﬂ CTpOoro 0C3IIaKTO3HbBIE MMPOAYKTHI IPUKOPMAa U MOKHU3HCHHAA Oe3I1aKTo3Has

auera manumeHTtaMm ¢ kiaccuuyeckod I'AJI |, ¢ menbio mpenoTBpalieHus MOCTYIUICHUS
rajakTo3sl B opranusm [1,3,4,13].
YpoBenb yOenurteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH

0KA3aTEJbCTB — 5)

24



He

KomMmeHTapuu: nepswiii npukopm 6800umcs 8 nepuoo, Hauunas om 4 0o 6 mecsayes
HCUsHU. B numanuu ucnonwvszyromcs monvko 0Oe3monounvie NpoOyKmul U 61100a
npuxopma.: 0e3mMonouHble Kaull, a makice o80ujHoe, MAcHoe u pykmogoe niope. Bce
MOIOUHble NPOOYKMbl, BKIIOYAS YellbHOe KOPO8be MOJIOKO, KUCIOMOLOYHbIE NPOOVKMbI,
meopoe, 3anpewjaromcs K UCnoav308anuto y nayuenmos ¢ 1'AJI.

Buo nepsozo npukopma onpedensemcsa coCmosHuem HcenyO00yHO-KUUEeUHO20 MPaKma u
HYMPUMUBHBIM CIMAMYCOM pebeHKd. Dmo modcem Oblmb 080ujHoe niope 0iisi 0emMcKo20
numanusi 0e3 0obasieHus MONOKA (U He umernwux 6 cocmase 00008biX) Ul
be3MoN0uHble Kawiu HA OCHOB8e KVKVPY3HOU, pPUCOBOU UNU 2peuHesol MYKU, O
pazeedenus Komopvix HeoOX00UMO UCHOIb308AMb MY CHEYUATUSUPOBAHHYIO CMECD,
Komopyio noayuaem pebenox. MacHou npukopm 6600sm 6 numaHnue ¢ 6 mecayes.
Ilpeumywecmeo omoarom cneyuaru3UpOBAHHLIM — OEMCKUM — MACHbIM — KOHCEP8AM
NPOMBIUIIEHHO20 ~ BbINYCKA, HE COO0epicajum MONOKA U €20 NPOU3BOOHLIX U
cyonpooykmos (Ha 0cHO8e MACA KPOIuKa, Yvlnienka, unoetku u op.) Ilpumephvie cpoku
86e0eHUst npuKopma oemsam nepgo2o 200a dxcusnu ¢ I'AJI npusedenwt ¢ Ilpunoscenuu I'4.
V nayuenmoe ¢ GD axmuenocmv ['AJIT cocmaenrsem 15-25% om Hopmanvhou u
o0bluHO  npomexkaem — beccumnmomuo.  Mnadenyvt ¢ GD,  cobarooaowue
2a1aKmo30co0eprcawyro ouemy (Hanpumep, 2pyoOHOe MOJIOKO UlU OObIYHYIO CMeCb),
umerom noswviutennvle yposuu Gal-1-P 6 sapumpoyumax. Imu duoxumuiecKkue HapyueHus
HOpMANU3YIOmMcsi Ha Oueme C  O2PAHUYEHUeM  JIaKmo3vl, 00HAKo  Oadce npu
HeoepaHuyeHHOM NUMAHUU YPOBHU O0OBLIYHO HOPMANUZVIOMCA 8 MmeueHue Nepeoco 200d
ocusnu. Hecmompsa mna Ouoxumuueckue OMKIOHEHUs, NAYUEHMbL He NoaAy4asuiue
anumunayuonnyio ouemomepanuto ¢ GD- ne npooemoncmpuposanu mebaraconpusmmvix
KAUHUYECKUX UCX0008 B0 6CEX UCCAe008AHUSAX, NPOBEOEHHBIX HA CEe2O0OHAWHUU OeHb.
Ilocneonue Knunuueckue pexomenoayuu no eedenuio nayuenmog c¢ ITAJl nHe
pekomenoylom JeyeHue nayuenmos c¢ eapuaumom GD, ooumaxo npu nosereHuu
KAUHUYECKUX CUMNIMOMO8, YKA3bIGAIOWUX HA NOPAdNCeHUe NeYeHU Ul NpPU GblCOKUX
VPOBHAX MOMANbHOU 2anakmo3svl npesviuarowue 20 me/% ModHcHO paccmompems 80NPOC
00 ozpanudeHuy NOCMynieHus 1aKkmo3sl ¢ NUUeEl.

Ilpumepnvie cpoxku e6sedenus u npoOyKmvl NPUKOPMA RAYUEHMAM C 2aniaKxmo3zemuet

npeocmasnenwvl 8 Ilpunoscenuu A3.3

PEKOMEHAYETCHA MIPUMCHCHUC JICKAPCTBCHHBIX nmpenaparos, COACPpKaAIIMNX

J'IaKT03y/l" AJIAKTO3Yy, a TAKXKXC TOMCOIATUYCCKUX TIPCIapaToB, HACTOCK W CIIMPTOBBIX
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JeKapCTBEHHbIX (OpPM MalMeHTaM JIF00Oro Bo3pacTa, € LENbI0 IPEIOTBPALICHUS
HAKOIUICHHS TaJJaKTO3bl U ee MeTabonuToB [1,3,4].

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

KomMMeHTapun: 7akmosa HepeoKo UCHONb3Vemcsi 6 Kadecmee 6CHOMO2AMENbHO20
gewecmea 6 20MeONnamui4eckux JIeKapCmeeHHblX Cpeocmeax. ODMmAaHol MopMo3um

INMUMUHAYUIO 2ATIAKNTO3bl U3 NEYEHU.

Pexomennyercsi Bimovarh B pamvoH npu ['AJl | mroboe kommvectBo M BUA (DPYKTOB,
oBolIeil, 6000BbIX, He(hepPMEHTUPOBAHHBIX MTPOYKTOB HA OCHOBE COM, 3PEJIBIX CHIPOB (C
coJiepkaHueM TranakTo3bl <25 Mr/100 r) u TUIIeBBIX 100aBOK C COJEpKaHUEM Ka3eHHATa
Hatpus Wi Kanbuws [1,3,4,13].

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

KommenTapum: xoms 6ce npodykmsl Ha OCHOGe (hepMeHmMUPOSAHHOU COU COOepHcam
bonvuwe 2anakmosvl, OHU Mo2ym OblMb pazpeuienbl 8 HeOOIbUUX KOAUYeCmsax, 6

payuone y demeti cmapuite 1 2ooa.

PexomeHyeTcsi Ha3HAuYCHHWE TUETHI C OrPAHHYECHHEM TaJIaKTO3bI/ITAKTO3bI MALMEHTAM ¢
resepanusosanHoii ¢opmoii I'AJI |ll ¢ nenpto npenorBpamieHuss NOCTYILIEHUS
rajakro3sl B OpraHW3M, 3a WCKIIOYECHHEM MAHHEHTOB ¢ TPOMEKYTOYHOM
(no0poxavecTBeHHOIT) hopmoii Gosresnu [20].

YpoBenb yOenuteqbHOCTH pekoMennammii - C  (ypoBeHb J/IOCTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

Kommenrtapuu: Ilayuenmam ¢ smou gpopmoui I'AJI mpebyromes nocmynienue ciedogulx
KOUYeCme 2aiaKkmo3vl ¢ nuwell: MId0eHyed ciedyem KOPMUums CMecblo (Hanpumep,
COeBOll  CMeCbio), KOMopas cooepicum HebOIbUuloe KOIUYeCmB0 2alaKmossbl ULl
Jnakmo3vl. B mo epema kax HeobX00umo Ouemuueckoe OcpaHuyeHue MOJIOYHBIX
NPOOYKMOB C  BbICOKUM COOEPAHCAHUEM 2aNlaKMO3bl, He Cledyem O0SpaHudueams
HeMONIOUHble UCMOYHUKU 2alaKkmoswl (00008vle, HeKkomopvle GpyKmvl U 080w,
cyonpooykmet). Pexomenoyemcs nocmosuHoe oOuemuyeckoe 02paHuyeHue MOJLOYHbIX

NPOOYKMOo8 y demell cmapuie2o 803pacma.

Pexomenayercsi wH(Y3WMOHHas Tepamus TAalUEHTAM, HAXO/SIIUMCSI B  COCTOSTHUH

MeTa00JINYECKOro KpHu3a, C NOCJIbKO KOPPCKIUHU BOIAHO-3JICKTPOJIIUTHOTO 6ancha,
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HOAJCPKaHUSI HOPMAIBGHOTO YPOBHSI TIIIOKO3BI B KPOBH, JICYCHHSI TEMOCTa3UO0IOTHUECKUX
HapYUICHU, BOCCTAHOBJICHUS (QYHKIMI 1edeHu u noyek [1,3,4, 29].

YpoBenb yOeauteabHocTH pexkoMenaanmii - C  (YpoBeHb I0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KoMMeHTAapuM: nokazanuem K UH@Y3UOHHOU mepanuu seIsA0mcs Uno2iuKemMus,
2UNOBONEMUA, 2UNOKOARYNAYUA, AOOPAMOPHbIEe NPUSHAKU NEYeHOUHOU U NOYeYHOU

Hef)ocmamowocmu, He0oCmMamo4HOCb NUMAHUSL.

Pexomenayercst aHTHOakTepuaibHas Tepanus B COOTBETCTBUM C  JIaHHBIMH 10
YyBCTBUTEJIbHOCTU/PE3UCTEHTHOCTH MHKPOOPTaHU3MOB W/WIM  YYBCTBUTEIHHOCTBHIO
BBICTICHHOW MUKPO(MIOpHl TAIMEHTaM, WMCIOIIMM O4Yarn WHQPEKIUH C IENBI0
[IPEIOTBPAIICHHS PACIIPOCTpaHeHUsT HH(PEKIMK U pa3BuTus cerncuca [1,3,7].

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

KOMMCHTapHI/I: Cco2lacHo peKOMeHaal{uflM no cencucy

Pexomenayercssi TpueM B BO3PACTHBIX  JO3MPOBKAaX  IpENaparoB  KaublUus U
Konexansuudepona** (kon ATX A11CC), He comepkaluX JaKTO3y BCEM MAIUEHTaM C
I'AJI crapme 1 rona, ¢ nenbto npodwiaktuku aedunura Buramuaa D u 3a0oieBaHUM,
CBSI3aHHBIX C €0 HEIOCTATOYHOCTHIO [1, 14].

YpoBens yOenuteabHocTH pexoMengamuii - C  (ypoBeHb 0CTOBEPHOCTH
10KA3aTeJILCTB — D)

Kommenrapumn: y nayuenmog ¢ I'AJI nabnodaemces cHudicenue MUHEpAIu3ayuy KOCmHoU
MKAHU NpU OMCYMCMEUU npuema npenapamos Kaivyus u Koaekanvyugepora™™ (koo
ATX AlICC), uymo wuwacmo npugooum K pazsumuilo paHHe2o0 O0CMeonoposd U
NOBLIUEHHOMY — PUCKY — nepeiomos  kocmel. Ilpenapamvl  kaneyusi  (Katvyus
anuyepoghocham, xanvyus emokonam** (koo ATX A124A)), u xonexarvyugpeponra**
(maxoice  Moz2ym — HA3HAYAMbCA — KOMOUHUpo8aHHwvle  npenapamuvl  (Kanvyus
kapoonam+Konexanoyugepon)) unazmavaromcs nayuenmam nocie 1 ecooa Hcuzuu, Ha

quHe AUMUHAYUU CM@C@IZ, A6JAIOUWUXCA OCHOBHBIM UCMOYHUKAM KAlbYusl U eumamuHa

D.

PCKOMeHHyeTCﬂ B CJIy4dac BBIABJICHHOT'O TUIICPIrOHAAOTPOIIHOT'O TUIIOTOHAAN3Ma Y J€BOYCK C
OTCYTCTBHUEM BTOPHUYHBIX ITOJOBBIX IMMPU3HAKOB IJIA HHULOWAIUN ny6epTaTa HCIIOJIB30BaTh
npenaparbl IMPUPOAHBIX W  MNOJYCHUHTCTUYCCKHUX  OSCTPOICHOB (#30Tpaz[1/10n NN

#3cTpasnona BanepaT) B BUJIE MEPOPANBHBIX WM TpaHcAepManbHbIX hopm [38,15, 7, 52].

27



YpoBeHb yOenuteJbHOCTH PpexkoMeHgauuidi - C  (YypoBeHb JOCTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KommenTapuu: gospacm unuyuayuu nybepmama 3asucum om MHO2UX ¢axmopos. B
nepeyio ouepedb HeoOX00UMO OUACHOCMUPOBAMb 2UNEP2OHAOOMPONHBIL SUNOSOHAOUIM
Ha OCHOBAHUU OMCYMCMBUS BMOPUYHLIX NOJLOBbIX NPUSHAKO8 6 COYemAaHuu ¢
nosvluleHuemM YpoeHs POoIIUKYIOCIUMYIUPYIOWEe20 20PMOHA 8 Kposu. Bo-emopwix, cpoku
Ha4ana mepanuu ICMpoSeHamu 3a8UCm Om COOMHOUIeHUs. pOCmd, NPONOpyul meia u
Kocmuozo eospacma. Cpednutl eo3pacm uHuyuayuu mepanuu cocmasisiem 11-13 nem.
Hnuyuayusa nybepmama nposooumcs 6pauamu-3HOOKPUHONO2AMU UW/UIU  8pAYAMU-
aKyuepamu-eUHeKo102amMu no cxeme U3N0NCEHHOU 6 KAUHUYECKUX DPEKOMEHOAYUAX o

3a()ep9f01<e noJjlo602co pazeumus u ZMI’IOZOHLZOMSM)/.

PexoMeHayeTcsi TPOBEICHHE 3aMECTUTENIBHOM TOPMOHAIBHOW Tepamuu NpenapaTamu
rpymmbl [IporectareHbl U 3CTPOreHbl B KOMOMHAIMU (KOMOWHHPOBAHHBIMU ACTPOTCH-
recTareHHBIMHU TIperapaTaMu), COJACP)KAIUMHU E€CTECTBCHHBIC SCTPOTCHBI, MallEHTaM
KEHCKOTO T0JIa C TaJlaKTO3eMHUel TPH HEOOXOJMMOCTH, COTJIACHO OOIIMM IMPHUHIIUIIAM
3aMECTUTEIPHOM TEpaluyd IMPH IEPBHYHOM THIIEPrOHAJIOTPOIHOM THIIOTOHAJU3ME C
Je4eOHOM IeNbI0 (COIJIACHO KIMHMYECKHM PEKOMEHIAIMSIM I10 3aJICPIKKE IOJIOBOrO
pa3ButTus U Tunioronaasmy) [38,15,7, 52].

YpoBeHb yOenuTeqabHOCTH PpexoMeHaamuidi - C (YpoBeHb T0CTOBEPHOCTH
10KA3aTeJILCTB — D)

Kommenrapun: npunyuner unuyuayuu nybepmama u npo8eOeHus: 3aMeCmumenbHou
2opmonanvhol mepanuu y oesouex ¢ I'AJl ne omauuaromcs om oOWUX NPUHYUNOS
3AMeCmumenbHol  mepanuu Npu  NePeUYHOM CUNEPeOHAOOMPONHOM 2UNOSHAOU3ME.
Umeromess  ceedeHust 0 803MONCHOCMU — KPUOKOHCEPSAYUU — MKAHU — SUYHUKA 8
00nybepmamHom 603pacme, 8 C6s3U C UeM 0eBOUKAM NOKA3AHA KOHCYIbMAayus epavd-
axkywepa-eunexonoza (cneyuarucma no penpooykyuu) [38]. Bce npenapamvi 6 6ude
mabemox cooepacam HebdOoIbUoe KOIULECMB0 TaKMOo3bl, HO 00uas 003a 0YeHb MAld No

CpABHEHUIO C 9HOO2EHHbIM npouseodcmeo;w.

3.2 Xupypruyeckoe Je4YeHue

PexkoMenayeTcsi XUpypruueckoe jJeuyeHue KarapakThl MallMeHTaM IO MOKa3aHUsM, OCOOEHHO

MIPHU TIO3HEHN TMArHOCTUKE 3a00JI€BaHNUS C €TI0 BOCCTAHOBIICHUS 3PUTEIIBLHON (DYHKITHI

[1, 15].
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YpoBeHb yOenuteJbHOCTH PpexkoMeHgauuidi - C  (YypoBeHb JOCTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

KommeHTapuu: xamapaxmsl y nayueHmosg ¢ 2aiakmosemuel XapaKmepuszyiomcs KaxK
Manvle, — MPAH3UMOPHLIE  UAU  HEOHAMANbHble U NpoXoosam  HA  (oHe
Oe3nakmosHou/be32aiakmos3Hou ouemnl; OOHAKO, 8 OMOEIbHBIX 103010
OUACHOCMUPOBAHHBIX —~ CAYYASIX Mpedyemcs NpuMeHeHue XUpypeudeckoeo JleueHust

(COZ]ZCZCHO KIUHU4YeCKUM pekomendab;wm no Kamapakme).

3.3 UHoe Jeyenne

Pexomenayercst MCHUXOJOTO-TIEIArOrMYeCcCKOe COMPOBOXKACHHUE, KOHCYJIbTATUBHAS IOMOIIb
Bpaua-joromnena, nauuestaM ¢ ['AJl npu HaM4uy MoKa3aHUM C UEIbIO TMATHOCTUKU U
JICYCHUSI TIPOSIBIICHUI COMYTCTBYOIICH MATOJIOTHH W/MIIH OCIOXHEHH [15].

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

KommenTapuu: y nexomopwix nayuenmos ¢ I'AJI coxpansemcs puck opmuposanus
OMCPOUCHHBIX — OCHONCHEHUN —  3a0epicku  pusuueckoeo  pazeumus  (Z-Score
pocm/éospacm  <-2), HapywleHus. pazeumus peyu («8epOANbHOU  OUCHAPAKCULY),
MOMOPHBIX QYHKYULl (amaxcus), ocmeonoposza (npu Omcymcmeuu OONOJIHUMENbHO20
86e0eHUsl NPenapamos Kaavyusi).

3aodepoicka ncuxuuecko2o pazeumus, GulAGHAIOWAACA V HeKomopwlx nayuenmog ¢ 1I'AJI,
nOIYYarwux ouemuyeckoe iedeHue, He MANCeNdss, OHA MOJCem OOHAPYHCUBAMBCI 8
paHHeMm 8o3pacme, HO Yauje CMAHOBUMCS 04e8UOHOU 8 WKOJIbHbLE 200bl, K020 V pebeHKa
B03HUKAIOM MPYOHOCMU C YMeHUeM Ul YC8oeHueM mamemamuxky. Y vacmu nayuenmos
B03MOMNCHO ~ YMEPEHHOe  CHUMNCEHUEe UHMENLIeKMYAIbHO20 pA3eUumus Ulu  J1ecKas
VMCMBEHHAsT OMCMANIOCMb. Y HEeKOMOpbIX OMMedaromcs 08ueamesbHble HApYUleHUus 8
gude amaxcuy, Hel08KOCMU MeIKOlU MOMOPUKU, paccmpolcme pasHogecus U
KOOpOUHAYUU, MbIUUEYHOU OUCMOHUU, B03MONCHO HAIUYUE MPeMOpa Npu GbINOJIHEHUU
YeneHanpasienuslx oelcmsuil. 3adepacka pevesozo pazeumus y nayuenmos ¢ I'AJl 6
panHeM 803pacme Modicem NpPOAGIAMbCA 3ampyOHeHUeM apmuKyIAyuY, 00eOHeHHbIM

CHIOBAPHBIM 3anACOM.
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4. MenMUMHCKAas peadMIMTALMSA U CAHATOPHO-KYPOPTHOeE JIeYeHHe,
MeIMUIMHCKHUE MOKA3aHUA M NPOTHBONOKA3aHUA K PUMEHEHUI0 METO/I0B
MEeJUIUHCKOHI peadujJMTanmuu, B TOM YHCJIe OCHOBAHHBIX HA UCIIO0JIb30BAHUH

NPUPOAHBIX Je4yeOHbIX (PAKTOPOB

PexomeHnayloTcst peaOMIIMTALMOHHBIC MEPOIPHATHS TAIlMEHTaM C HEBPOJOTHYSCKHMHU
HapYILICHUSIMU 110 TUITY IETCKOTO [epeOpaibHOro Hapainya BCISICTBUE OMINPYyOHHOBOM
sHIE(ATONATHI WIH TOPAKECHHS 3PUTEIILHOTO aHAJIHM3aTOPa BCICICTBUEC KPOBOU3IHSHHS
B CETYATKY TJIa3a, YaCTU4YHOM aTpoduu 3putenbHoro Hepsa [20].

YpoBenb yOeauteabHOocTH pekoMenganmii - C  (YpoBeHb 10CTOBEPHOCTH

A0KA3aTeJbCTB — 5)

5. HpO(l)l/IJIaKTl/IKa U JUCITAHCEPHOE Haﬁ.ﬂmne}me, MEAUNIMNHCKHEC IIOKA3aHUA U

NMPOTHBOINIOKaA3aHUA K IPUMECHCHUIO METO/10B HpO(l)I/IJIaKTI/IKl/I

5.1 llpodpunaakTuka

PexoMeHayeTcsi KOHCYJIbTallMs Bpada-TeHETHKA BCEM CEMbSIM IIOCIIE yCTAaHOBJICHHUS
auarnos3a ['AJI ¢ 1enpto pa3bsCHEHHI T€HETHIECKOro pUcka B cembe [15].
YpoBenb yOeaureJbHOCTH PpexkoMeHgaumid - C  (YpoBeHb [0CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)
KommenTapuu: B cemve, 20e ecmv nayuenm c I'AJl, umeemcs 25% puck nosmopnozo
poorcoenusi pebenka ¢ I'AJl npu kadxcoou nocreoyiowel bOepemennHocmu. Y
POOCMBEHHUKOS U3 2PYNNbL PUCKA MAKHCE BOZMONCHO HOCUMETbCMBO MYyMAayull, eciu OHU
ovLIU uOeHmuuyuposansvl 8 danHou cemve. JJopodosas ouacnocmuxa I'AJl 6o3modxncna
memodamu J[HK-ananuza na mamepuane eopcun xopuona. Bonpoc o nposedenuu
npenamanviou ouasnocmuxu I'AJI dondcen 6vimv 00CysHcOeH ¢ pooumenamu npesicoe,
ueM NpUHAMb OKOHYAMeENbHOE peuleHue, MaxK KaxK 3a00iesanue no00aemcs 1edeHuio.
Pexomenayercss mnamuentam ¢ ['AJl nmpoBoauTh NpodMIAKTHUECKYIO BaKIUHAIMIO B
COOTBETCTBUHM C HAIMOHAIBHBIM KaJleHIapeM TNpO(QHUIAKTHUYECKUX TPUBHUBOK IIOCIIE
YCTAQHOBJICHHS IMAarHO3a U MHHUIIMAIIUY JICYCHUS C LeNbio (opMHUpOBaHUs 3((HEKTUBHOTO
MMMYHHOTO O0TBeTa OT HHpeKkuuii [54].
YpoBenb  yOeaureqabHocTH  pekoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)
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Kommenrapuu:  Bakyuumayuio  yenecoobpazno  npogooums  nOO  KOHMpOJEeM
CReyuanucmos, UMewux Oonvlm padbomsl ¢ NAYUEHMAMU C MemabdoIUyecKumu

bonesuamu.

5.2 JlucnancepHoe HA0JI0AeHHue

C yemvio  npedynpexcoeHus — UHMENNEKMYAIbHLIX,  KOSHUMUBHLLX,  pDeueulXx,
NO3HABAMENILHLIX — HAPYUIEHUL,  2APMOHUYHO20  (DU3UYECKO20  pa3sumus  OUCHAHCEPHOe
HabnoOeHue @Kuoyaem 8 cebs KOHmMpOb 3a 1aO00pAMOPHbLIMU NOKA3AMENIMU U 3d KIUHUKO-
UHCMPYMEHMATbHLIMU NOKA3AMENSAMU, OMPAXCAIOWUMU IPPekmusHocms mepanuu

Koumpom; 3a A0eK6AMHOCMbIO 1eYeHU

Pexomenayercsi KOHTPOJHPOBATh aJ€KBAaTHOCTh MPOBOAMMON TEpamud C MOMOUIBIO
ompeJeIeHUsT CoAepKaHus OOINeH TanakTo3bl (raylakro3a + rangaktoso-l-docdar) B
KpoBH BceM naruenTam ¢ ['AJl ¢ nenbio cBoeBpeMeHHOU Koppekimu auetsl [20].
YpoBenb yOenuteabHocTH pexoMengamuii - C (ypoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrapuu: Yacmoma xommponsi codepoicanus 2aiakmosbl 8 CblBOPOmMKe Kposu
cocmasensiem He pexce 1 paz 6 3 mecaya Ha nepsom 200y HCUu3Hu, oaiee e pedce 1 paza 6
200 NOJNACUSHEHHO, MAKHCE BO3MOIHCHO NPOBOOUMb OONOJIHUMENbHOe UCCIe008aHUe
CYYasX NOBbIUEHUS NOMPeONeHUs 2aNaKmo3bl U/ Ui npu noO003peHuu Ha pazsumue

UHMmMoOKcukayuu

Pexomenayercs nesoukam ¢ ['AJl B nepuon munumnyOeprara ucciegosanue ypoBHs OCI' u
AMI" (aHTUMIOJIIEPOBBII TOPMOH) JUISl OLIEHKH OBapUaibHOrO pe3epBa U HE0OOXOIMMOCTH
KOHCYJIbTAIIMH Bpaya-aKyliepa-ruHeKosora (crnenuanicra mno penpoaykuuu) [36, 37].
YpoBenb yOeaureqbHOCTH PpexkoMeHganmid - C  (YpoBeHb [0CTOBEPHOCTH

0KA3aTeJbCTB — 5)

Pexomenayercss nesoukam ¢ ['AJl mpu 3HIOKPHUHOJIOTHYECKOM OOCIIEJOBAaHUHM B MEPHOL
nybepraTa MpPOBEACHUE AHTPONOMETPUYECKOTO HCCIEIOBAaHUS W OLEHKH I0JIOBOTO
pa3BuTusA 1O MIKaje TaHHEp, OLEHKa KOCTHOTO BO3pacTa, MCCIEJOBAaHUE YPOBHS
roHagotponubix ropmMoHoB (JII m ®CI) u ypoBHs AMI jans  1UMarHOCTUKU

THIICProHaAJOTPOIMHOTO THUIIOrOHaAM3Ma, OMPEACIICHUA CPOKOB Haydajla 3aMECTUTEIILHOMI
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TOPMOHAJILHOM TEpanuu U HEOOXOIMMOCTH KOHCYJIbTAIlMHM Bpaya-aKyliepa —THHEKOJIora
(criermanucta no penpoaykuun) [36, 37].

YpoBenb yOeaureJbHOCTHM PpexkoMengauuid - C (YpoBeHb [0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenrTapuu: y oesouex c¢ I'AJl ¢popmupyemcs nepsuunas HedOCmMamouyHoCmb
AUYHUKOB, KOMOPAs MOJCem pa3eueamuvcsi Kak 6 O0onyoepmamuulii nepuoo u
nompebosamsv HA3HAYEHUe MePaAnuU ICMpPo2eHamu Ol UHUyuayuu nybepmama, max u
nocie cmapma nybepmama, ymo nompeodyem 3amMecmumenbHol 20pMOHAILHOU mepanuu
[36, 37]. Cruoicenue hornuxynapro2o nyia 603MONCHO Yoce 8 pAHHEM 803pAcme, 6 CE53U
C YeM, NOKA3aHAa PAHHAS KOHCYTbMAYUs 8pava-aKyulepa-2uHeKkonoea (Cneyuanucma no
PenpooyKyuu), 8 mo e epems ONUCAHbl CNOHMAHHbIE OEPeMEeHHOCMU Y NAYUEHMOK C

T'AJL

PexoMenayercsi yIbTpa3ByKOBOE HUCCIICAOBAHUE OPraHOB MallOro Ta3a (KoMIuiekcHoe) 1 pa3
B rox nesoukam ¢ ['AJl ¢ 12-meTHero Bo3pacTta Al OLUEHKU COCTOSHUSA SIMUHUKOB U
COOTBETCTBUSI X Pa3MEPOB BO3pacTHbIM HOpMaMm [36, 37].

YpoBenb yOeaureJbHOCTH PpexkoMeHgaumid - C  (YpoBeHb [0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

PexoMenayercss  HMCCIEOBAaHWE  MHUHEPAIBHOW  IUIOTHOCTH  KOCTHOM  TKaHM — —
(pentrenomencutomerpusi) y mamumentoB ¢ IAJI | crapmie 5 nmer s AMAarHOCTHKH
CTEIIEHU OCTEOICHUH, BBIABICHUA TPYNIBl PHUCKA [0 OCTEONOpPO3y U INPUHATHS
npodunakruueckux mep [1-4, 15].

YpoBenb yOeaurteqabHocTH pexoMeHaauuid - C (YypoBeHb [0CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)
KommenTapumn: vacmoma uccnedoeanuii - no nokasanusam He yawje 1 pasa 6 200, He

pedce I paz 6 5 nem.

Pexomenayercss HaOdIofeHHE Bpada-aKyllepa-TMHEKOJOra M Bpada-dHAO0KpUHOJIOra/Bpaya-
JIETCKOTO DJHJIOKPUHOJIOTA W Ha3HAYeHHE 3aMECTHTEIIbHOW TOPMOHAJIBLHON Tepamuu
nesoukam ¢ ['AJI ¢ 12-neTHero Bo3pacTa Mpy BHISIBICHUH MIEPBUYHON aMEHOPEH, C IIENbIO
KOPPEKI[MH TOPMOHAJILHOTO cTaTtyca [15].

YpoBenb yOenurteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb JOCTOBEPHOCTH

J0KA3aTeJbCTB — 5)
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PexomennoBano mnarmmentam ¢ ['AJl mpoBeneHne OMOXMMHUYECKOTO aHalM3a KPOBH
00IIeTepaneBTUIYECKOT0 C IIETbI0 OICHKH COCTOSHUS TICUEHHU, MOYECK U BBISIBICHUSA,
OTKJIOHCHHH Ba)KHBIX OMOXMMHYECKUX IMOKa3aTelel M MX MaIbHEUIEH KOPPEKIUU He
pexe 1 pazaBrox [6, 7, 29 - 35].

YpoBenb yOenuteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb JOCTOBEPHOCTH
0KA3aTeJbCTB — 5)

KommenTapumu: npu npumenenuu ocpanuuumensHol Ouemsl 603MONCHO pa3eumue
oucnpomeurHemuu, HApywleHuss MUHEepAIbHo20 0OMeHa U oepuyuma  BaANCHbIX
Mukpoaemenmos. Llenecoobpazno onpedenenue cooepiicanus earoKo3vl, 0owezo benxa,
benkosvix  ¢ppakyuil,  obweeo  OuIUPYOUHA,  XOJNeCMepuHd,  MpPUIUYepudos,
JIUNONPOMEU008 HU3KOU U BbICOKOU NIOMHOCMU, WeL04HOU (ochamasvl, KpeamuHuHa,
MoueguHbl, anranHunamunompancgepasvl (AJIT), acnapmamamunompancgepasvr (ACT),
Kanbyus o0ue2o0 U UOHUSUPOBAHHO20, HAMPUS, Kalus, Heopzanuyeckoz2o @Gocgopa,
Jcenesa, eppumuna, YpoeHs OCHO8HO20 Memaboiuma eumamuna D 6 Kposu
(uccnedosanue yposus 25-OH eumamuna [ 6 kposu ¢ yeivio oyenku Oananca
BANCHELIUUUX HYMPUEHINO8 NPU OUemomepanuy, OYeHKU Kaivyuego-gocghoproco oomena,
OYEHKU COCOSAHUS NOYeK, NeYyeHUu ¢ nepuoouyHocmoio 1 paz 6 200.

o Pexomennyercst namuentam ¢ ['AJl, monmyyaroummx AHETOTEPANUI0 HUCCIEIOBAHHE
obmiero, Omoxumuyeckoro ananmuza Mouyu (OOmmii (KIMHUYECKH) aHAIW3 MOYH),
(MccnenoBanue ypoBHS Kalblldsi B Mode, lccrmemoBaHue YpOBHsS HATpHusi B Moue
IIUTPATOB, OKCAJIATOB B Mo4e), a Takke OmpeneneHne KOHIEHTPAIUU BOIOPOIHBIX
nonoB (pH) mouu, ynensHoro Beca Mmouu (McciemoBanue MO4YM METOAOM 3UMHHUIIKOTO
(Coop w™oum gus mabopatopHoro wuccienoanus, OmpeneneHue oObeMa MOYH,
Onpenenenre yAeabHOTO Beca (OTHOCUTENIBHOHN IUIOTHOCTH) MOYHM)) C LENbI0 OLIEHKU
(YHKITMOHATTLHOTO COCTOSHUSL TIOYEK M OIICHKH PHCKA/CBOCBPEMEHHOHN HArHOCTHKH
¢dopmupoBanus KoHkpeMeHToB [30, 31, 48].

YpoBensb yoeaureabHOCTH pekoMenaanui - C (ypoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB —
4)

KommenTapuu: vacmoma ucciredosaruii onpeoensiemcs UHOUBUOYAIbHO

Pexomenayercst mpoBeqeHHE YIbTpa3BykKoBoro uccienoBanus (Y3M) opraHoB OpromrHoit
MOJIOCTH (KOMILJIEKCHOE) U YIBTPa3BYKOBOE HCCIEIOBAHUE MOYEK U HAAMOYCUHUKOB HE
pexe 1 paza B rog naruentam ¢ ['AJI 11 BBISIBJICHUST TUCMETA00INYECKIX HEPPOIIATh,

HepPOKAITBIINHO3a, U3MEHEHUH CO CTOPOHBI MIEYCHH U MO KEITYI0uHOM ene3s [1,2, 15].
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YpoBeHb yOenuteJbHOCTH PpexkoMeHgauuidi - C  (YypoBeHb JOCTOBEPHOCTH
J0KA3aTeJbCTB — 5)

Kommenrtapuu: Y3U opeanos oprowmnou nonocmu u nouek npogooumcs He pexce 1 pasa
8 200. y Oemell Nepgoco 2004 PeKOMEHO08AHO Oojlee yacmoe ucciedosarue OJis

KOHMpPOJist COCMOAHUA, 0cobenHo npu ()ekomneHcauuu.

Pexomenayercst 00yunth ponuteneid mnamueHToB ¢ ['AJl mpaBwiam  opraHuzaniu
JUETOTEepallUd U KOHTPOJIA 3a aJIeKBAaTHOCTHIO €€ IMPOBEACHHUS C LEIbI0 IMOBBIIICHUS
s dextuBHOCTH AcueHus [1, 3,4].
YpoBeHnb  ybOemuTenbHOCTH  pekomeHmamuii - C  (YpoBeHb  J10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

PexoMeHyeTcsl KOHCYJBTAIlMM BPAaYOM-TEHETHKOM C IENBI0 OICHKH JUHAMUKHA Pa3BUTHS
nanueHToB ¢ ['AJl ans cBOeBpeMEHHOTr0 BBISIBICHUS HApYIICHUN M IIPH HEOOXOIUMOCTH
HampaBlIEHUsT K COOTBETCTBYIOIIEMY CIELHUATIUCTY M HaOMIOJEHUS M KOPPEKIHH
neuenus [15].

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

KommenTapuu: cocracho muenuro paboueti 2pynnvl  pOCCUUCKUX — IKCHEPMOS,
YenecoobpasHo NPo8OOUNbL KOHCYIbMAYUU:

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

-c 1 200a 0o 12 nem — mue pedxce 1 paza 6 6 mecayes

- cmapuwe 12 nem He pedxce I paza 6 200

PexoMeH10BaHa KOHCYJIbTALMS Bpaya-JAHETOJIOTA MAIMEHTaM C YCTaHOBJIEHHBIM JIUarHO30M
I'AJI nst olleHKH HYTPUTUBHOTO CTaTyca, OIeHKU A((HEKTUBHOCTH JUETOTEpalluu U ee
KOppEeKIUH mpu Heobxoaumoctu [15,29].

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

Kommenrapum: namozenemuyeckum memooom nevenus I'AJI aensiemea ouemomepanusi.
Yacmoma nocewenus epaya-ouemonoza - no nokazanusam. Coenacno muenuro paboueri
2PYNNbL POCCULICKUX IKCNEPMOB, 1e1ecO00Opa3Ho nposooums KOHCYIbMAayulL:

- 68 6o3pacme 00 6 mec- He pexce I paz 6 2 mec, ¢ 6 mec 0o 1 2o0a — ne pedce 1 paza 6
3mecaya

-c 1200a 0o 12 nem — ne pedxce 1 paza 6 6 mecayes
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- cmapuwe 12 nem - ue pedice 1 paza 6 200
Knaccugpuxkayuss  napywenus nympumuenozo cmamyca BO3 npeocmasenena 6

Ipunoowcenuu A3.4.

PexomeHi0BaHa KOHCYJIbTAIlMM Bpava-Tlieauarpa/Bpadya-TepaneBra/Bpada oOIIEH MpaKTHKA
(cemeitnoro Bpaua) mamueHtam ¢ ['AJI nns oneHKH OOIIETO COCTOSIHUS 3/I0POBbSI U
OIpe/ICTICHUS TAKTHKH JajbHe el Tepanuu [15].

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

KommenTapuu: ne pesce 1 paza 6 6 mecayes. OObIYHO Kaxple 3 Mecslia Ha MEPBOM
roJly >KM3HH, KaXKJble 4 Mecsilia Ha BTOPOM IOy KH3HU, Kaxble 6 MecsaneB a0 14 jer,
Janee — eKerogHo. B moapocTKOBOM BO3pacTe B CBA3M C  HEOOXOIMMOCTHIO

MOHHUTOPHUPOBAHUS IMOJIOBOI'O Pa3BUTUA — MOI'YT HOHa,I[O6I/ITI>C$I 0oJiee JacTele OCMOTPBI

[29].

PexoMeH10BaHA KOHCYJbTallUs Bpadya-TepareBTa/Bpada oOMmIed MpakTUKH (CeMEHHOro
Bpaua) JJs nanueHTta crapuie 18 ner ¢ ycraHoBieHHbIM auarHo3oMm ['AJl st oueHku
00LIEero COCTOSHMUS 3/I0POBbSI U ONPECICHHs TAKTUKH AanbHeiei Tepamuu [15].
YpoBenb yOeaurteqabHocTH pexoMenHaanuii - C (ypoBeHb [0CTOBEPHOCTH
J0KA3aTeJNBCTB — 5)

Kommentapumn: ne peoce I paza 6 200.

PexoMengoBaHa KOHCyJIbTAlMsl Bpayda- racTPOIHTEPOJIOra MAlMEHTaM C YCTAaHOBJIEHHBIM
muarHo3oM ['AJl mpu Hanuyuu MOKa3aHUW IS CBOCBPEMEHHOTO BBISIBICHUS W/WIIH
MOHHUTOPHHTA TaCTPOIHTEPOJIOTHUECKOM naTonoruu [43,44].

YpoBenb yOeaureqbHOCTH PpexkoMeHganmid - C  (YpoBeHb [0CTOBEPHOCTH

A0KA3aTeJbCTB — 4)

PexomengoBana nanmuentaM ¢ ['AJl 1o mnokazaHMsAM ~ KOHCyJbTalMsl — Bpada-
KapauoJjora/Bpaya- JETCKOrO0 KapAuoJIiora TOBTOpHAas JUIsl OLIEHKH BBISIBICHHBIX
KapIMOJIOTUYECKUX M3MEHEHUH 1 pelIeHus Bompoca o Teparnuu [45, 20].

YpoBenb yOeaureJbHOCTHM PpexkoMengaumid - C (YpoBeHb [0CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

PexomengoBana nanuentam ¢ ['AJl mo moka3aHusM KOHCYJbTallMsl Bpada-HEBpOJIOra s

CBOCBPCMCHHOT'O BBIABJICHUS /U MOHUTOPHHT'a HCBPOJIOTHYCCKUX U3MEHEHUHI [7]
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YpoBeHb yOenuteJbHOCTH PpexkoMeHgauuidi - C  (YypoBeHb JOCTOBEPHOCTH
0KA3aTeJbCTB — 5)

KommenTapmii: 6 cpeonem, ¢ 6o3pacma 2-3 nem - ne pedce 1 paza 6 6 mecayes u He
pedice 1 pasa 6 200 073 63pocavix nayueHmos. Ilpu evisigneHuU He8poI0SUeCKUX

HapyueHutl — HeobXxo00uUM OAIbHeUUUL MOHUMOPUHE OAHHLIX nposieieHutl [7].

PexomengoBan nanuentam ¢ ['AJI ocMotp Bpadom-odransmonorom He pexe 1 paza B 3 roga
C LIEJIBIO BBISIBJICHUS TJIa3HOM MaTooruu [7].
YpoBenb yOenuteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb JOCTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

PexomeH/iyeTcs: KOHCYJIbTallMs  Bpada-3HIOKPHUHOJIOIa/Bpaya-AeTCKOr0 3HJOKPHHOJIOIA
nesoukam ¢ ['AJI B mepuon munHunydeprara (6-12 Mec) U 1O JOCTUKEHUM HUKHEH

rpaHunbl  myoepratHoro  Bospacta  (8-10  yer) ¢ meNbl0  IMArHOCTHKH
THIIEPrOHaI0TPOIHOTO TUoronau3ma [36, 37].

YpoBenb yOeaureJbHOCTH PpexkoMeHgaumid - C  (YpoBeHb [0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

PexomengoBaHa KOHCYIbTALMS MEAUIMHCKOIO Mcuxojora naurentaM ¢ 'AJI npu Hanuuuun
MOKa3aHUW M OLEHKU M KOPPEKIMH TCUXOJIOTMYECKOTO COCTOSIHUS M TICHUXOJIOTO-
MeIarOTHYECKOro COMPOBOKACHHUs ceMbU He pexe 1 pasa B roj [15,45].

YpoBeHb yOenuTeqbHOCTH pexoMeHaamuidi - C (YpoBeHb 0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

KommenTapum: ons oyenku unmennekma u Opy2ux 6U008 NCUXUUECKOU OesamenbHOCU
nayuenmos ¢ I'AJI ucnonvsyrom coomseemcmayowue npocpammel u mecmol. Bo epems
nepexooH020 nepuoda NOOPOCMKAM 0COOEHHO He0DX00UMA NCUXOTIOSULECKAST HOMOUWb NO
BONPOCAM KOMMYHUKAYUU 8 cembe U obujecmee, npoghecCuoHaibHol opuenmayuu, OJis
acenuyun ¢ TAJl axyewm cnedyem Oenamv axKyeHm HA BONPOCAX, CBA3AHHBIX C

bepemeHHOCMbIO.

PexoMeHg0BaHAa KOHCYJbTallMs MEIHWIMHCKOTO IICMXOJOra ITOBTOPHAs IAMEHTaM C
YCTaHOBJIIEHHBIM JuarHo3oM ['AJl mpu Hamuuum MNOKa3aHWW Uil TICHXOJIOTO-
MEeIarOrMYECKOr0 COMPOBOXKIACHUS ceMbH [ 15, 45].

YpoBenb yOeaureJbHOCTHM PpexkoMeHgaumid - C (YpoBeHb [0CTOBEPHOCTH

0KA3aTeJbCTB — 5)
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KOMMCHTapHH: ncuxojiocudeckast nomoulb nayueHmam moaxncem nompe606amb Kypc

3AHAMULI— 8 3A8UCUMOCIU OM uH()ueu()yanbelx ocobennocmell nayueHma u cemvlul.

PexomennoBano marmuentam ¢ ['AJl  koHCynbTamusi Bpada-peaOdMIIMTONIOTa C  IEJbI0
COCTaBIICHHS IIJIaHA PeaOMINTAIMK IIPU HaJHYUH 1mokasanuii [15, 45, 20].
YpoBenb yOenuteJbHOCTH PpexkoMeHgauuii - C (ypoBeHb JOCTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

Pexomenayercs ydyacTue B BEJCHHHM NALKUEHTOB C TAJAKTO3EMUEH MYJIbTUIMCUUILIMHAPHON
KOMAH/IbI CIICIIMATIMCTOB B CBSI3U C HAIMYMEM Pa3HOOOPa3HBIX KIIMHHYECKUX MPOSBICHUI
rajakroeMuu [45].

YpoBeHb yOeauTeqbHOCTH pexoMeHaamuii - C (YpoBeHb 0CTOBEPHOCTH
0Ka3aTeJbCTB — 4)

KommenTapum: mocym 6vims HeoOX00uMbl nepeuyHbvle U NOBMOPHLIE KOHCYIbMAYUU
8paua-Hegponoca/spaia-yponoea/spaia-ypono2a-aHopono2a demckoeo, epaua-
uHpekyuoHucma,  8paua-aHeCmMesuUoN02a-peaHumMamonced,  6paia-  KIUHUYECKO20
gapmakonoea, 8paua-3HOOKPUHOL02G/8PAYA-OEMCKO20 IHOOKPUHOII02A, 8paAya-aKyulepa-
2UHEKO102a, MEOUYUHCKO20 NCUXOI02d, 1020nedd U Op. 8 3A6UCUMOCHU O KIUHUYEeCKOU

cumyayuu.

Pexomennyercs mauumentam ¢ ['AJI  mpu OTCYTCTBHM COIYTCTBYIOIIMX 3a00JieBaHUMN
IPOBOJUTH MPO(UIAKTUYECKYI0 BaKLUMHALMIO C MEJIbl0 (OPMHUPOBAHUS HMMYHHOMH
3aIlUTHI OpraHu3Ma oT uHQekuii o rpaduky [49] .

YpoBenb yOeaurteqabHocTH pexoMeHaauuid - C (YypoBeHb [0CTOBEPHOCTH
J0KA3aTeJNBCTB — 5)

Kommenrapum: npu nanuuuu conymcmeyowux 3a0601e6aHull  paspeuleHue Ha
npogedenue  NPUBUBOK  OAeMCs  COOMEEMCMEYIOWUM  cneyuanucmom.  Jlannvie
peKomeHOayuyu  OCHOBAHbI ~ HA  MHO20NIemMHeM  Onvlme  pabomwl  epauell,

Cneyualtusupyriowmuxcsi Ha jedeHuu nayuenmos ¢ 6 Po.

6. Opranusanus oka3aHusi MeIUIIUHCKON MMOMOIIH

IlokazaHus JIS IIAHOBOM TroCMTAJIM3alM B MCAUITMHCKYIO OpraHu3aIio:

1. mpoBeneHHWe AMATHOCTUKH W JICYCHHS, TPEOYIOIIE MPOAOIKUTEIHHOTO (JIHEBHOE WIIH
KpPYTJIIOCYTOYHOE TMpeObIBaHUE) MEIUIIMHCKOTO HAOMIOACHHUS U MOHMTOPUHTA KIMHUKO-

J'Ia60paTOpHLIX HOKa3aTeHeﬁ;
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2. HEOOXOMMMOCTh TPOBEACHUS pPA3TUYHBIX BHUJIOB OKCIEPTU3 WU O00OCIeIOBaHUS B
MEIWIIMHCKOW OPTraHM3allMd TPU HEBO3MOXKHOCTH TPOBEICHHS WX B aMOYIaTOPHBIX
YCIIOBUSAX (B TOM qrclie odopmiieHne 3aKITIOYCHUS ¢benepanbHOTO
KOHCHJIMyMa/BpauyeOHON KOMHUCCHH).

IlokazaHus Il SKCTPEHHON rOCHUTAIN3AIMNA B MEIUIIMHCKYIO OpraHM3alIHMIO:

1. octpele yrpokarouiye Uis XU3HH M Pa3BUTHS OCIOKHEHHH COCTOSIHHA, TpeOyromue
HEOTJIOXKHOTO JICYEHUs], B TOM YUCJIE MHTCHCUBHOM TEpalluu, a TaKXKe KPYyIJIOCYyTOYHOTO
MEIUIUHCKOrO0 HaOJIOJEHUH W MPOBENCHMS CIEUUAIbHBIX BUAOB 00CIEIOBAHUSA HU
JICYCHHUSL.

IToka3aHus K BBITIMCKE nanucHTa U3 M€I[I/II.[PIHCKOI>1 opraHm3aniyu:

1. orcyrcTBHE Yrpo3bl IS )KU3HU MAMCHTA U YTPO3bI PA3BUTHSI OCIOKHEHUH, TPEOYIONUX
HEOTJIO)KHOTO JICUCHHUSI TIPH 3aBEPIICHUE TUATHOCTUYCCKUX MEPOIPHUSTHIA.

2. cra0wiau3anusi COCTOSIHUSIT Y OCHOBHBIX  KJIIMHUKO-Ta0OpaTOPHBIX — IOKa3aTelei
MaTOJIOTUYECKOTO  TPOLecca, OTCYTCTBHE HEOOXOIUMOCTH B  MPOJOJDKUTEIBHOM
MEIUIIMHCKOM HAOJI0/IEHUU (JJHEBHOE WJIM KPYTJIOCYTOYHOE NMPEOBbIBaHUE);

3. HEoOXOIUMOCTh TepeBoja OOJBHOTO B JPYTYH0 MEIUIIMHCKYIO OPraHU3alUI0 WU

YUPECKACHNUEC COUAIIBHOT'O obecreyeHusl.

7. lonoiauTebHAs HHPopManus (B TOM YucJie (PAKTOPbI, BIAUSIOIINE HA

HUCXO0/1 3200J1eBAaHUS UJIM COCTOSIHUSA)

Ha wucxon wu TeueHwe 3a00i€BaHMs BIMSIOT CPOKM YCTAaHOBJICHUS JHMarHo3a
CBOEBPEMEHHO U aJ€KBAaTHO HAa3HAYEHHAs JUETOTEPAIUs U MEPONPUATHS HEOTIOKHON ITIOMOIIH
(mepenuBaHME KPOBU, KOMIIOHEHTOB KPOBH, HH(PY3MOHHAS TEpaIHs).

[IporHo3 3abo1eBaHys HEOIATONPHUATHBIN MTPH O3 JHO JUArHOCTUPOBAHHOMN TSKENIOM
(opMe ranakTo3eMuu (B CBA3M C OTCYTCTBHEM IPOBEIEHUS CKpuHUHTa). [Ipu panHem

HAa3HAYCHUU JUECTHUYCCKOIO JICUCHUS JE€TU MOT'YT pa3BUBATHCA HOPMAJIbHO.
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Kpurepuu ouneHky kayecTsa MeJUIMHCKON OMOLIHU

Kpurepun oneHKH KayecTBA NEPBUYHONH MeIMKO-CAHUTAPHONH MOMOIIH

OrneHka
Ne /it Kpurepun orienku kauectna
BBITNIOJTHEHUS
BrinosnHeH npueM (0cMOTp, KOHCYJIbTalUs1) Bpaya-TeHETUKA Jla/Her
1 MIePBUYHBIH (IIPU YCTAHOBJICHUU JAUAarHO3a)

BeimosHeHO ucciieioBaHie yPOBHS T'aJIaKTO3bl B KPOBH (IIpH
2 HEOHATAJIHLHOM CKPUHUHTE W/WIH MIPH YCTAHOBJICHUH TUArHO3a, /WK Ha/Het
MIPU TUCTIAHCEPHOM HaOIOICHUH )

BbImoHeH KOMITJIEKC UCCIICAOBAHU IS JMATHOCTHKY TaJIAKTO3EMHUU
3 (TIpu yCTAaHOBJICHUU JMArHO3a W/WIIA IPH CHUKCHUH aKTHBHOCTHU Ja/Her
dbepmenTa ranakto3o-1-docdarypununrpancdepass)

BrImonHeHo Ha3HAYEeHUE CYXOW CHeMaTU3UPOBAHHON cMecH 0e3
JIAKTO3bI I CHIELMATM3UPOBAHHOTO MPOIYKTa AETCKOTO
JTUETUYECKOT0 JICUeOHOr0 MUTAHUS JIJIsl ACTeH paHHEro BO3pacTa,
4. CMECH CIeLUATU3UPOBAHHON CyX0il 0e3/1aKTO3HO (MENIKuil Cyxon
MOPOIIOK) (IeTAM 110 7 JET, MPU KJIACCUUECKOU rajakto3eMuu 1 u 2
THIIA)

Jla/Het

KpuTepml OICHKH KaJeCTBa Cl'lelll/laﬂl/lfil/[pOBaHHOﬁ MeIUIMHCKON MOMOIIH

OneHka

Ne n/mn Kpurepun onieHkn kauectna
BBIITOJIHCHUS

BrinonHeH exxe JHEBHBIN OCMOTpP BpadOM-II€AUATPOM C Ha6J'IIOI[eHI/IeM
" YXOJ0M CpCIHCTO U MJIAAICTO MEIUIMHCKOT'O IICPCOHAJIAa B
1. OTACJICHUU CTallMOHAapa UJIN €XKEIHEBHBIN OCMOTpP BpavuOM-TCPAIICBTOM I[a/HeT
C Ha6J'IIOI[CHI/I€M " YXOJ0M CpCIAHCTO U MJIaAIICTO MCIUITUHCKOT'O
IepcoHalia B OTACIICHUU CTallMOHApa

BrinonHeHo Ha3HaUYeHUE CyXOl CrelMaIu3upOBaHHON cMecH Oe3
JIAKTO3BI MJTH CHENUATN3UPOBAHHOTO MMPOAYKTA AETCKOTO
JMETUYECKOro JIeYUeOHOro MUTaHMs Ui JeTel paHHEero BO3pacTa,
2. CMECH CIIeUaIu3uPOBAHHON CyX0il 0€3/1aKTO3HOH (MeNKuil cyxoin
MOPOIIOK) (IeTsIM 710 7 JIeT, P KJIaCCUYECKOM rajakrozemMuu 1 u 2
THUIIA)

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

HeseBasi ayuTOPUS JAHHBIX KIMHHUYECKUX PeKOMeEH1alMii:

. Bpauu-neauarpsl

. Bpauu-reneruku

° Bpauu-nueronoru

o Bpauu-ractposnreposnaoru

o Bpa4n-3HAOKPUHOJIOTH

o Bpaun-tepaneBTbl

. Bpauu o011eit npakTUKy (ceMelHble Bpaun)
. Bpauu-neonaronoru

. Bpauu-nespoioru

. MeauuuHCKHe NICUX0I0TH

. Hedexronoru

. Crynentsl MeguuuHckux BY 308, opanHaTopsl.

MeToabl, HCIOJIb30BAHHBIE /ISl CO0Pa/CeTeKIUHN 10KA3aTeIbCTB:

MIOMCK B DJIEKTPOHHBIX 0a3ax JaHHBIX.

Onucanne MeTO10B, UCTOJIb30BAHHBIX VI cOOPa/ce/IeKIINHU 10KA3aTeIbCTB:

JI0Ka3aTelnbHOM 0a30i i1 peKOMEHJAlMi SBJSAIOTCS MyONMKalWu, BOIIEIIINE B
KokpanoBckyto Oubnmnoreky, ©Oa3pl nanHbix EMBASE u MEDLINE. I'my6una noucka
coctasisuia 20 ner.

MeToabl, HCMOJIL30BAHHBIE 1151 OLEHKH Ka4ecTBAa U CHJIbI 10KA3aTeIbCTB:

. Koncencyc skcnepros;

o OrneHka 3HaYMMOCTH B COOTBETCTBUH C PEUTHUHIOBOM CXEMOH.

MeToabl, HCNOJIL30BAHHBIE VIS AHAJIN3A J0KA3aTeJbCTB:

. O0630pbI OITyOJIMKOBAaHHBIX METa-aHAJIN30B;

o Cucremaruueckue 0030phbl ¢ TAOIUIIAMH JIOKA3aTEIbCTB.

Onucanne MeTOI0B, UCTOJIb30BAHHBIX /I AHAJIN3A J0KA3aTEJbCTB:

I[Ipu orbope mnyOnuKamuii Kak MOTEHIMAJIBHBIX HCTOYHUKOB JIOKA3aTEIIbCTB
UCIIOJIb30BaHHAs B KaXKJIOM MCCIIEJOBAHUU METOJI0JIOTUS U3ydaeTcs Ui TOro, YTOObI yOeaUThCs
B €€ BaIMIHOCTH. Pe3ynbTar nM3ydeHHUs! BIMAET HAa YPOBEHb JIOKA3aTENbCTB, NMPUCBAMBAEMBIN
MyOJIMKAIINK, YTO, B CBOIO OYEPE/lb, BIUSIET HA CHITYy BBITEKAIONINX U3 HEe PEKOMEHIAITHIH.

Ha nporecce onieHku, HECOMHEHHO, MOXKET CKa3bIBaThCA U CyOBbeKTUBHBIN (hakTop. s

MHUHHMU3AUU ITOTCHIIMAJIbHBIX OIIMOOK KaXXJ0€ UCCIICA0BAHUEC OLICHHMBAJIOCH HE3aBUCUMO, T.C.
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[0 MEHbIIEH Mepe ABYyMsI HE3aBUCUMBIMU WiieHaMu paboueit rpynmbl. Kakue-nubo pasnuuus B

OIICHKaX OOCYXIaIMCh BCEH TPYIION B MOJHOM coctaBe. [Ipy HEBO3MOKHOCTH JTOCTHIKEHUS

KOHCEHCYCa IPUBJIEKAJICS] HE3aBUCUMBIN IKCIIEPT.

Tadoauuel 10KA3aTEJILCTB:

Tabnuipl JOKa3aTeNbCTB 3aMOJHSINCh WICHAMH pa00deid TPYIIIHI.
MeTtoabl, HCTIOJIBL30BaHHBbIE s GOPMYJIMPOBAHUS PEKOMEHIALMIA:
KoHncencyc skcnepros.

Tabauua 1.11Ikana oneHku ypoBHEH J10CTOBEpHOCTH MokazaTenbeTB (Y 1 )1)mis MmeTonoB

JUAarHOCTUKH (I[I/Ial"HOCTI/I‘ICCKI/IX BMENIATECIIb CTB)

YA Pacun¢pposka

1 CucremaTuveckre 0030pbl MCCIEAOBAHUNA ¢ KOHTPOJEM pedepeHCHBIM METOJIOM HIIH
CUCTEeMAaTUYECKUH 0030p paHJAOMU3UPOBAHHBIX KIMHUYECKUX HCCIECIOBAHUMA C
MPUMEHEHUEM MeTa-aHaan3a

2 OtaenpHbIE HCCINEAOBAHUS C KOHTPOJEM pPEePEepeHCHBIM METOAOM WU OTHAEIbHbIC
PaHIOMHM3HPOBAHHBIC KIMHUYECKHWE HWCCICAOBAaHUS W CHCTEMAaTHYECKHe 0030pHI
UCCIIEIOBaHMIA JII000T0 M3aifHa, 32 UCKITIOUYEHHEM PaHAOMU3UPOBAHHBIX KIMHUYECKHX
UCCIICIOBaHMIA, C TPIMEHEHNEM MeTa-aHalln3a

3 HccnenoBanust 0€3 MOCIEIOBATEIBHOTO KOHTPOJIS pPEePEepeHCHBIM METOA0M WU
UCCIICIOBaHMSI C PEPEpPEeHCHBIM METOAOM, HE SBISIOIMIUMCA HE3aBUCUMBIM OT
HCCIIETyeMOT0 METOJa UM HEepaHIAOMHU3UPOBAHHBIE CPAaBHUTEIbHBIC MCCIEIOBAHUS, B
TOM YHCJI€ KOTOPTHBIE UCCIEAOBAHUS

4 HecpaBHuTenpHbIE HCCIEIOBAHNS, ONTMCAHNE KIIMHUYECKOTO CITydast

5 Hmeercs b 000CHOBaHHE MeXaHU3Ma JICHCTBUS WM MHEHHE SKCIIEPTOB

Ta6auna 2.111kana oreHKH ypoBHel gocToBepHOCTH Joka3arenbceT (Y /1)1t meTonoB

npoQUTAKTUKHY, JTEUEHUS U peabuauTanuu (MpoPuIakTUIECKUX, TeUeOHBIX, peaOHINTAI[MOHHBIX

BMEUIATENIbCTB)
YA Pacuugposka
1 Cucrematnueckuii 0630p PKU ¢ npuMenennem mera-ananmsa
2 Otnenpabie PKU u cucrematmyeckue 0030pbl HMCCIIENOBaHUM JIOOOTO JU3aifHa, 3a
uckmouennem PKU, ¢ mpumenennem MeTa-aHanmsa
3 HepanioMu3npoBaHHbBIC CPAaBHUTEILHBIC HCCIICIOBAHUS, B T.9. KOTOPTHBIC UCCIICIOBAHUS
4 HecpaBHuTensHbIe HCCIEIOBAaHUS, OMMCAHUE KIMHUYECKOTO CIIydas WU CEPUH CIydaes,
VCCIICTOBAHUS «CITYIaii-KOHTPOJIIb)
5 Nmeercss numbe 0OOCHOBaHHME MEXaHHM3Ma JICHCTBHS BMEIIATENBbCTBA (JOKIMHUYCCKUE

I/ICCJ'Ie)IOBaHI/IH) HJIN MHCHHE DKCIICPTOB

Ta6aunma 3.1kana omneHKH ypoBHeW yOeautenbHOCTH pekoMeHmanui(YVYP) mns

MCTOO0B HpO(I)I/IJ'IaKTI/IKI/I, JUArHOoCTUKH, JICUCHUA U pCaGI/IJII/ITaLII/II/I (HpO(I)I/I.HaKTI/ILICCKI/IX,

JTUAarHOCTHYECKUX, JICUEOHBIX, PEaOMINTAIIMOHHBIX BMEIIATEIbCTB)

YYP ‘ Pacuiugposka ‘
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A CwibHas pexoMmeHaamus (Bce paccMaTpuBaeMble KpUTEpUH I(PGHEKTUBHOCTH
(I/ICXOI[BI) SBIIAAIOTCA BaXXHBIMHM, BCC HCCICAOBaHHA HMMCKT BBICOKOC HWIIN
YIIOBJIETBOPUTEIHHOE  METOJOJIOTMYECKOE  KaueCTBO, WX  BBIBOABI IO
HHTCPCCYIOIINM NUCXOOaM SABJIAIOTCS COFJIaCOBaHHBIMI/I)

B YcnoBHas pekoMeHIanus (He BCe paccMaTpuBaeMble KpuTepuu 3¢(HeKTUBHOCTH
(Mcxonpl) SIBISIFOTCSL BaXHbIMH, HE BCE MCCIEIOBAHUS HMMEIOT BBICOKOE HIIHU
YIOBJIETBOPUTEIbHOE METOAOJIOTMYEeCKOe KayecTBO W/WIM HMX BBIBOJBI IO
MHTEPECYIOIIUM HCX0J1aM HE SBJISIIOTCS COTJIACOBAHHBIMMU )

C Cnabast pekoMeHaanus (OTCYTCTBUE JOKA3aTENbCTB HA/JIEKalIero KayecTBa (Bce
paccMarpuBaeMbie Kputepuu 3(PPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE MCCJIEAOBaHUS UMEIOT HU3KOE METO/I0JIOTHYECKOE KaYeCTBO U MX BBIBOJBI 110
MHTEPECYIOIINM HCXOJ[aM HE SIBJISIFOTCS COTIACOBAHHBIMM )

IMopsinok 00HOBJIEHUS] KIMHUYECKUX PEKOMEHIALMIA.

Mexanu3sm  OOHOBJICHHS ~ KIMHUYECKHMX  PEKOMEHJIAlUW  MpelycMaTpuBaeT  HX
CHCTEMAaTHUYECKYIO0 aKTyaJIN3allli0 — HE PEKE YeM OJIMH Pa3 B TPH I'0J1a,a TAKKE MPH MOSBICHUN
HOBBIX JaHHBIX C TMO3UIMH J0KA3aTE€IbHON MEIUIIMHBI 10 BOMPOCAM JIUArHOCTHKHU, 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
NMOKA3aHUH K NIPUMEHEHHUIO U NPOTUBONOKA3aAHM I, CII0CO00B NPUMEHEHUS U
1103 JIeKAPCTBEHHBIX NPENapaToB, HHCTPYKIHMHU 110 IPMMEHEHHI0

JJEKApPCTBCHHOI'0O IIperiaparta

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

2. [Tpuka3 MuHucTepcTBa 31paBOOXPAaHEHUS U COLMAIBHOrO pas3BuTUs PD or 16
arnpestst 2012 r. N 3661 "O6 yrBepxaeHuu [lopsiika okazanus neauarpuyeckoi momMouu"

3. [Tocranosnenue IIpaBurensbctBa Poccuiickoit @eaeparuu ot 9 anpensa 2015 roaa
Ne333 "OO6 yrBepxaenuu [IpaBun dhopMupoBaHUs MEPEYHsS CHELMATU3UPOBAHHBIX MPOIYKTOB
J1IeueOHOro MUTAHUA VI NeTeH-UHBAINI0B"

4, OenepanbHblii 3ak0H OT 25.12.2018 No 489-03 «O BHeceHWM H3MCHCHHM B
crateto 40 ®DenepanpHoro 3akoHa "OO o00s3aTeIBPHOM MEAUIIMHCKOM CTPaXOBaHUHU B
Poccutickoit @enepanun" u denepanbHblii 3akoH "OO0 OCHOBaX OXpaHbI 3J0POBbS I'PAKIaH B
Poccuiickoit deneparun mo BompocaM KIMHUYECKUX PEKOMEH 1AL

S. [Tpuxa3z Munznpasa Poccun ot 28 despans 2019 r. Ne 1030 «O06 yTBepxaeHUN
MOpsIZIKa M CPOKOB Pa3zpabOTKH KIMHUYECKUX PEKOMEHIAINH, X epecMOTpa, TUIIOBOH (HOpMBI
KIIMHUYECKUX pEeKOMEHJAalni U TpeOOBaHMH K HX CTPYKType, COCTaBy M HAy4YHOU
000CHOBAHHOCTH BKJIFOYA€MOM B KIIMHUYECKHE PEKOMEHAAIIUN HTHHOPMAITII

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

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

Homenknatypbl 107KHOCTEH MEIUIIMHCKUX PAaOOTHUKOB U (papMalieBTUYECKUX PaOOTHUKOB'".
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IMpunoxenue A3.1 XuMudeCKHid COCTaB 0€3J1aKTO3HBIX JeTCKHUX CMeCeH,

KOTOPbIe MOI'YT HCII0JIb30BATHCS B INETOTEPANIMHU I'PYAHBIX JeTei ¢

rajakro3emueii (r / 100 mu)

(Bkmtouensl B Pacnopspkenue IIpaButenbctBa PO ot 11.12.2023 N 3551-p «O6

YTBECPKACHUU ICPEUYHA CICHUATIM3UPOBAHHBIX ITPOAYKTOB JIEUEOHOr0 MUTAHHUSA JIIA z[eTeﬁ-

HUHBAJIHIOBY)

Ha3Banue cmecu

HUcTounuk
oeaka

KauecTBeHHBIH
cocTaB
YIJIeBOJI0B

XuMHYeCKH I
CcOCTaB, T

beak

Kup YrieBon
bl bl

JHeprernyec
Kast
LHEeHHOCTh,
KKaJl

Crneunan3upoBaHHbI
H NPOIYKT IETCKOro
JTMETUYECKOTO
Je4yeOHOro MUTAHUSA
JUIsl J1€Te paHHEro
BO3pacTa Ha OCHOBE
U30IIsTa COEBOT0
Oenka "Hytpunax
(Nutrilak)  Premium
cosA" u
"MH®AIIPUM
(InfaPrim) Premium
C O M wrw

(cyxas cmech)

N3o0mat
COEBOTrO Oeka

Cupon
TITFOKO3BI

1,8

3,6 6,8

67

Crniennan3upoBaHHbI
U MPOAYKT IETCKOIo
JIHETUIECKOTO
J1e4eOHOrO0 IUTaHUS
Il JIE€Te paHHEro
BO3pacra, CMECh
CrelaIu3upoOBaHHA
s cyxas
0e31aKTo3Has
"Hytpunax (Nutrilak)
Premium
beszmakTo3HBIH" H
"UHDOAIIPUM
(InfaPrim) Premium
besznakTo3ubrit"
(Menmkumii
MOPOIIIOK)

CyXou

ChIBOPOTOYHBI
# OeJoK:
Ka3€UHOBBINI

oemox 50:50

Cupon
TJIFOKO3BI,
MaJIbTOJICKCT
pHH

1,4

3,45 7,4

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

TNIMKONIPOTEUHAMUA

I'amakTo3uanl

- 6000BBIE (TOPOX, O00BI, (hacoib, YeUeBUIlA, MAII, HYT) - COs (HO HE U30JIAT COEBOTO OeIKa);
- IIITUHAT;

- KaKao, MOKOJIAJ;

- OpExH.

I IMKONPOTEUHBI

- [I€YEHb, TOYKH, MO3TH U JPyTrue CyOrnpoayKThl;
- IEYCHOYHBIN NAIITET, TUBEPHAs Kolbaca;

54



IIpunoxenue A3.3 IlpumepHbie CPOKHU BBEeACHHUS NPUKOPMA eTSIM NEPBOro

roaa *Ku3Hu € rajaxkro3eMmuen

IIpumepHas cxema BBEJIEHUS IPOAYKTOB OOJIbHBIM I'aJIaKTO3EMUEH MIEPBOT0 I01a KU3HU

HaumeHoBaHUe NMPOAYKTOB U Bo3zpacT, mec
0J11015 T, MJI 4-6 7 8 9-12
OBoIHOE Mope 10—150 150 150 150
besmonounas kama 10—150 150 180 200
Msicaoe mope* 5-60 70 80 90—-100
Pr16HOE mrOpe - - 5-30 30-60
Kenrox** - - - 1/8
DpyKTOBOE MIOPE 5-60 70 80 90—100
OpyKTOBBIN COK - - 5—60 80—100
PacturensHOE Macio 1-3 57 6-10 6-10
Xne0, cyxapu (mpu OTCYTCTBUHU B - - 5 10
HHUX MOJIOYHOM COCTaBJISOIICH)
[Teuenne (npu OTCYTCTBHUH - - 5 5
MOJIOYHOM COCTaBIISIIOIIECH )
TBopor, cbIp
Kedup u Ipyrue
HeaJlalTHPOBAHHBIC KHCIIOMOJIOYHBIE
ULLLLERS = He ucnons3yrorcs
Xne6  NIIeHUYHBIH, cyxapu,
neYeHbe ¢ Apyrue  xje000ynouHbIe
U3JeNus,  COAEp)Kallue  MOJIOKO U

MOJIOYHBIC TPOAYKTBI

Ipumeuanue. * — c 6 mec, ** — He panee 10 mec.
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[Tpunoxenue A3.4 BO3: knaccudukaius HapylnieHUH MUAIIEBOTO CTaTyca

Hapyenue 0-5 ger 5-19 jer
Heduuut maccel MT/Bo3pact HNMT/Bo3zpact
TeJIa JIETKOU CTEEeH! MT/poct <-1SD no -2SD
<-1SD no -2SD
Jebunur maccel MT/Bo3pact NMT/Bo3pact
TeNa CpeiHel CTeIICHH MT/poct <-2SD no -3SD
<-25D no -3SD
Tsoxenpii MT/Bo3pact HNMT/Bo3pact
JIeQUIUT MacChl Tena MT/poct <-3SD
<-3SD
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Ipunoxenne A3.5. PacundpoBka npumeyanuii

** nekapCTBEHHBIN Ipernapar JJisi MeIULIHUHCKOTO IPUMEHEHHUs, BHECEHHBIN B MEpeueHb
JKU3HEHHO HEOOXOIUMBIX M BaXHEHIIMX JIEKapCTBEHHBIX IPENapaToB Ji MEAUIIMHCKOIO

MMPUMCHCHUA

# JIeKapCTBEHHBIM mpemnapar s MEAUIMHCKOTO MPUMEHEHHUs, HUCIOJIb3yeMbld B HE
COOTBETCTBMM C TIIOKa3aHWSIMH K NPHMEHEHHIO U IPOTHUBOIOKA3aHUSIMH, CIIOCOOaMuU
NPUMEHEHHST W JI03aMH, COJEP/KAIIMMHUCS B HHCTPYKIMHM IO TPHUMEHEHHIO JIEKAPCTBEHHOTO
npenapata (off-label), ¢ paspemenus JlokampHOrOo 3THYECKOTO KOMHTETa MEIAUIIUHCKOU
opranm3anuy (MpU HAIWYUH), C YCIOBHUEM TOJIMUCAHHOTO HH()OPMHUPOBAHHOTO COTIIACHS

poauTenel (3aKOHHOTO MPEICTaBUTENs ) U AI[MeHTa B Bo3pacTe crapiie 15 et

*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

NONOKMTENBHBIN HEOHATANLHLIA
CKPUHUHI MK NALUMEHT C
NoAdo3apeHeM Ha ranakTo3emMunio

nogreepAxarowan AMarHoCTUKa

KOHCYNETaLMS
npounEHOro AuarHos
cneunanucra NOATBEPXAEH
Has3Ha4YeHWe gueToTepanvK
AvcnaHcepHoe HabnioaeHue
aHanus
AA HET
AVHaMU4ecKoe oueToTepanvs KIMHUYECKIX W
HabnogeHue adpchekTMBHA nabopaTopHbIX
AaHHbIX

58



IIpunoxenune b.1 Anropur™Mm npoBeeHusi CKPMHMHIA HA TAJIaAKTO3EMHUI0

ToTtansbHasa ranakrtosa
B BbICYLUEHHbIX NATHAX KpoBU™*

) v v
<7,5 mr/gn 7,5-15 mr/gn >15 mr/an
¥ v Y
Knaccuyeckas Petect MocnuTanusauus,
ranakrosemus ‘ Ha3Ha4yeHune aueThbl
UcKno4eHa X
A Y A 4
<7,5 mr/gn >7,5 mr/gn

Onpepenenue aktueHocTu FANT*,
YyacTble myTauum B reHe GALT

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

| [ YyacTbIX MyTaUun HET

OpHa yacTas OpHa vacTtas
BE YacTble OpHa yacras
A MyTauus/HeT A mMyTaums/
MyTauum . MyTauus
YyacTbIX MyTaumn BapuaHT [lyapte
| |
¢ Y
~ nyeckas
MonHbIM aHanu3 }r(;r? :lf'roaeecms q
reHa GALT
UCKIIoHEeHa
[Bee myTtaumm OpHa myTaums
Y Y
Knaccuyeckas Conocrtaenexue ||do6pokavecTBeHHas || WccnepoBaHue
ranaktosemus KITMHUYECKNX «ranakTo3emus», reHoB
nogTeepXaeHa M nabopatopHbIX ranaktosemus/ GALK v GALE
OaHHbIX, Hyaprte,
KoppeKuusa Oyapte/[dyaprte,
Tepanuu HOCUTENbLCTBO

L) A

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



Hpuinoxenue B. Undopmauus 1/ manueHra

YTO TAKOE 'AJIAKTO3EMMUSA?

[NanakTo3eMusi — oOJiHA M3 HACIEACTBEHHBIX OOJIe3HEW OOMEHa BemlecTB. 3a0oJieBaHHE
BO3HHUKAET, €CIIU y peOCHKAa OTCYTCTBYET CIIOCOOHOCTH PaCLICIUISATH caxap, COACpKAIIUNCS B
MOJIOKE. DTO MPOUCXOAUT U3-3a HApYIICHHUs (MYyTaIlK) B CTPYKTYpE r'eHa, KOTOPBIH OTBEYaeT 3a
CHHTE3 (pepMEHTa, YIaCTBYIOIIUX B OOMEHE T'aJaKTO3bl, OJIHOTO M3 IMPOCTHIX caxapos. ["amakTo3a
U e¢ MPOW3BOJIHBIC HAKAIUIMBAIOTCS B KPOBU W TKAaHSX, OKa3bIBas TOKCHYECKOE JICHCTBHE Ha
[EHTPAJIbHYIO HEPBHYIO CHCTEMY, MEYEHb M XPYCTAIMK IJIa3a, YTO ONpPEAEIsSeT KIMHUYECKUE
NpOsIBJICHUS O0JIe3HU.

KAK YACTO BCTPEYAETCS T'AJIAKTO3EMMUSA?

lanakTozemuss — penkoe 3a0ojeBaHue. YacToTa TalakTO3eMUH B CPEIHEM B MUPE
cocrasisieT 1: 60 000- 1: 70 000. BrigensitoT HECKOIBKO (hOPM TaakKTO3EMHUH, B 3aBHCUMOCTH OT
TOTO B KAKOM M3 T€HOB IPOM30IIA MyTalHs, IPA 3TOM MOJABIISIONIee OOJIBIINHCTBO CIIy4acB
3a0oneBanus o0ycnoBieHo myTauusiMu B reHe GALT (koaupyer gpepmeHT raiakto3o-1-docdar
ypuauaTpancdepasy) U NPUBOMAT K rajmaktozeMuu 1 tuma. Takke BBIACHSIOT OTIEIbHBIN
BapHaHT TaJakTo3eMuu | Tuma — ramakro3emuro Jlyapre, mpu KOTOpOil aKTHBHOCTH (epMEHTa
['AJIT HECKONbKO CHM)XEHA, YPOBEHb TAJAKTO3bl TIOBBIIICH, HO TSDKENbIE KIMHUYECKUE
NpOSIBJIICHUST OOJIE3HM HE PA3BHBAIOTCSA M OOJBIIMHCTBO M3 TEX, KTO MMEET 3TOT BapHAHT HE
HYXJIAIOTCS B JUETOTEPATIHH.

JIBa IpyruX THIIa TaJIaKTO3EMHUH — THIT 2 U TUT 3 BCTPEYaAIOTCs KpaliHe PeKo.

KAK MPOSABJISIETCSI TAJTAKTO3EMUS?

[lepBble MpHW3HAKW TanaToe3eMUu | THUNA MOTYT TOSIBUTHCS YK€ Ha TEPBOH Hemene
KU3HU HOBOPOXJIEHHOT'O, U OHM CBSI3aHBl C HApYyLIEHHEM pabOThl MEYEHHU. Y HOBOPOXKIEHHOIO
HaOJII0JaeTCst JKeNTyXa U CHU)KEHHE YPOBHS TJIFOKO3bI B KPOBH, YBEIHUCHHE Pa3MEpOB JKUBOTA.
3areM MOTYT BO3HUKHYTh CHMIITOMBI TIOp@XCHHS HEPBHOW CHCTEMBI, a TakKXe pBOTa,
CPBITMBAHMS M JPYI'He HApYIIEHUS CO CTOPOHBI JKENYIOYHO-KHIIEYHOTO TpakTa. Y OOJBHBIX
rajakro3eMuedl 1 THma, HE MONYYalOUIMX TEPAIHIo, Pa3BHBAETCS IUPPO3 IEYECHHU, KaTapakTa.
OTHX TSDKENBIX KIMHUYECKUX MPOSBICHHH TaJakTO3eMUU MOXKHO H30€XaTh, €CIH BOBpPEMS
HauaTh JICYUTh peOeHka. [Ipu OTCYTCTBHM JIeUeHUs ETH C TalakTo3eMuel 1 Tura mornbarmT Ha
NIEPBOM TOJTy KA3HH.

KAK HACJIEAYETCSA I'AJIAKTO3EMUSA?

[amakTo3eMusi OTHOCHTCS K HACJIEACTBEHHBIM 3a00JICBaHUSM W TEpeAaeTcs o
ayTOCOMHO-PEIIECCHBHOMY THITy. DTO 3HAYUT, YTO OOJIE3HH MPOSIBIISIECTCS TOJIBKO B TOM CiIydae,
eciu 00a poAuTeNs SBIAIOTCS HOCUTEISIMH M, XOTSI caMU OHHM He OOJIEI0T, mepeaaroT peOeHKy

ABa IMOPAKCHHBIX I'CHA. boapmuHCTBO CCMCﬁ, Irac €CTb pe6eHOK C OTUM 38.60JICBaHI/IeM, HC
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CTAJIKUBAJIMCh PaHbIIIE C TOJ0OHOM MpobIeMoi. PUCK MOBTOPHOTO POXKIAEHUST OOJLHOTO peOeHKa
B CEMbeE, IJIC YK€ €CTh JICTU C TaJJaKTO3eMUEH, cocTaBIsAeT 25% Ha KaXIyr0 OEpEMEHHOCTb.

Bce cembu ¢ ramakroe3mueil 0053aT€NbHO JIOJDKHBI MPOUTH MEIUKO-TEHETUYECKOE
KOHCYJIbTUPOBAHUE U MOJIYYUTH MOJHYI0 HH(POPMALIHIO OT Bpaya-reHEeTHKa O PUCKE TOBTOPHOTO
poxaeHus: peOeHKa ¢ JaHHBIM 3a00JIeBaHUEM B CeMbe, OOCYAMTH CO CIELUUATNCTOM BCE
BONIPOCHI, CBsI3aHHBIC C HaOmOJeHWEM u JedeHMeM. B Poccum MeauKo-reHeTHYecKue
KOHCYJIbTAIINH PaObOTAIOT MPAKTHYECKU B KAXKIOM PETHOHE.

YTO TAKOE CKPUHUHI' HOBOPOKJIEHHBIX HA 'AJIAKTO3EMUAIO?

UroObl u30exarh pa3BUTHUSA TSKENBIX KIMHUYECKUX MPOSBICHUN TrajlakTO3eMHH,
HE00X0IMMO YTOOBI HOBOPOXKJCHHBIM OBLT OOCIEZOBAaH Ha TaJlaKTO3EMHIO, T.€. OH JIOJIKEH
MPOUTH HEOHATAIBHBIA CKPUHHHT. CKPUHUHT HAa4MHACTCS C TOTO, 4YTO Yy JIOHOIICHHOTO
HOBOPOXKJIEHHOTO Ha 24 - 48 4 xu3Hu (y HEJJOHOIIEHHOTO — Ha 7 cyTKH, win 144-168 4 xu3HM)
OepyT W3 TMATKH HECKOJNBKO Kalelb KPOBH, KOTOPYIO HAHOCSAT Ha  CIEHUANbHBIN
¢mIbTpoBaNBHEINA TecT-Oank. KpoBb BeICymMBaeTcss U OJaHK, HA KOTOPOM yKa3aHa (haMuius
HOBOPOXKJCHHOTO W DS JAPYTUX CBEACHUN, HEOOXOAWMBIX [UIS €ro HISHTH(UKAILNH,
nepenpasisiercs B J1a00paTOPUI0 PErHOHATBHOW MEIMKO-TEHETHYEeCKOW KOHCyIbTanuu. B
nabopatopuyd  MPOBOIAT  CIHEHMUANIBHOE HCCIENOBaHHE, KOTOpPOE TMO3BOJIIET  BBIIBUTH
HOBOPOXKJICHHBIX C IMOBBIIICHHBIM COACPKAHUEM TaIaKTO3bI B KPOBH, B 3TOM CITyYae MOSBISETCS
MOJIO3PEHHE Ha TrajakTO3eMHI0. TakuX HOBOPOXKAECHHBIX J1a00OpaTopusi C IMOMOIIBI0 Bpaua-
neanaTpa BhI3BIBAET Ha MOBTOPHOE TecTupoBaHue. [IoBTOpHOE TecTupoBaHue o0pasiia KPOBH Y
MJTaJICHIA SIBISIETCS PEIIAOIUM.

YTO JAEJATH, ECJIIMU [AUATHO3 TAJTAKTO3EMHUHW HA CKPUHUHIE
MNOATBEPIUNJICS?

Ecnu v mpu BTOpOM TECTUPOBAHUHU YPOBEHH T'aJlaKTO3bI B KPOBU OCTAETCSI BHICOKUM, WU
YpOBEHB U3MepsieMoro pepMeHTa HU3KUM, TO 3TO 03HAYAET, YTO PeOSHOK OOJIEH rallakTO3eMHUeH,
U CeMbsl HEMEJICHHO IPHIJIAMASTCS B MEIUKO-TEHETHYECKYI0 KOHCYJIbTAIUIO. 37eCh CEMbE
OOBSACHSIOT, YTO COOOW MpEelCTaBiIsieT raJlaKTO3eMMsI M HazHayaroT JiedeHue. Eciu neueHue
HAYaTO PaHo, TO KIIMHUYECKUE CUMIITOMBI TAIAKTO3EMUU y peOCHKA HE TPOSBATCS, U OH MOXKET
pacTu 310pOBBIM, HE OTIUYASICh OT CBEPCTHUKOB. Y CIEX JICUSHUSI BO MHOTOM OTIPEAETISETCS TEM,
HACKOJIbKO POJUTENN OONBHOrO pedeHKa OCO3HAIM Ba)KHOCTh JUETOTEPANUd U HACKOJIBKO
CTpOro €€ BBIMOIHAI0T. O00 BCEM 3TOM M O MHOTOM JPYTOM CEMbE PACCKAXKET BPa4Y-T€HETHUK HIIH
Bpau-AMETOJNIOr BO BpeMsl MEPBOTO BHU3UTA CEMBU B MEAMKO-TEHETUYECKYIO) KOHCYIBTAITHIO.
3areM Takue BU3UTHI CTAHYT PETYISpHBIMU. Y peOeHka OyJeT MOCTOSHHO KOHTPOJIUPOBATHCS
COJIep’KaHue TaJIaKTO3bl B KPOBH W, B 3aBUCHMOCTH OT 3HAYCHHU JTAOOPATOPHBIX MOKa3aTeleH,

KOPPEKTUPOBATHCSI COCTAB TE€X MPOJYKTOB, KOTOPHIE, C OJHOW CTOPOHBI, HE OyAyT TMOBBIIIATH
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YPOBEHb TajakTO3bl, a, C JAPYroi, obOecnedyrBaTh HOPMAJIBHBIA POCT M pa3BUTHE peOCHKA.
[ToCTOSIHHBIN KOHTAKT CEMBHU C BPAuOM SIBJIICTCS 32JI0TOM YCIICITHOTO JICUSHHSI TajJaKTO3EMUH.
lamakTo3emus Jlyapre — 3TO BapHaHT KJIACCHYECKOM TallaKTO3€MHUHU, MPU KOTOPOM
JTUETUYECKOE JICUeHHE He TMoKa3aHo. OJHAKO TPH TMOSBJICHHUH KIMHUYECKUX CHMIITOMOB,
YKa3bIBAIOIIUX HA MOPaKCHHE IMMEUEHU, WM MPU BBICOKMX YPOBHSIX OOIIEH rajiakTo3bl (Oosiee
20 MT//UT) MOYKHO PaCCMOTPETH BOIPOC 00 OrpaHUUSHHH ITOCTYIUICHUS JaKTO3bI ¢ nuineit [53].

KAK JIEYAT 'AJTAKTO3EMHIO?

CMmpICc JIeYeHUsl 3aKJII0YAaeTCsl B HCKIIFOYCHHWH IHINEBBIX IMPOAYKTOB, COJCPIKAIINX
rajaKTo3y, MPEXJe BCEro T'PYAHOTO MOJIOKA M JIPYTUX MOJIOYHBIX cMeceid. OHM MOTYT OBITh
3aMEHEHBI CIEeIHMAIBHBIMUA CMECSMHU, TPUTOTOBJICHHBIMU Ha OCHOBE COU, KOTOpPHIE HE COJIEpKaT
rajakTo3y u Jiakto3y. [Ipu cocraBieHun jgedeOHbIX PAIIMOHOB IS TAIMEHTOB C TAJIAKTO3EMHUEH
KOJMYECTBO OCHOBHBIX IMINEBBIX BEHICCTB M DHEPrUU  JOHKHO  COOTBETCTBOBATH
PEKOMEHIyeMbIM HOpMaM MoTpebiieHus. B nutanuum gereii mepBoro rojaa »U3HU MaTEPUHCKOE
MOJIOKO W/WJIM JIETCKHE MOJIOYHBIC CMECH JOJDKHBI OBITh 3aMEHEHBI aJlallTUPOBAHHBIMH T10
cocTaBy 0e3/1akTO3HbIMU (opmyaamu. JlJis Te4eHs TAIMEeHTOB C TalaKTO3eMHUEH UCTIOJIb3YIOTCS
CIIEIMAJIM3UPOBAHHBIE CMECH Ha OCHOBE M30JI51Ta COCBOr0 OCJIKA MJIM BBICOKOTHAPOIM30BaHHBIX
MOJIOUHBIX OenkoB. Takke HCMONIB3YIOTCS CMECH Ha OCHOBE CHHTETUYECKUX aMHHOKHUCIOT U
0e371aKTO3HbIC Ka3EMHITPEIOMUHAHTHBIC MOJIOYHBIE CMECH.

Heo0xo1muMo MONHOCTBIO UCKIIIOUUTH U3 pallMOHA MalueHTa J000i BUJ MOJIOKa (B TOM
qrclie )KeHCKOoe, KOPOBbE, KO3be, JETCKHE MOJIOYHBIE CMECH U JIP.) U BCE MOJIOYHBIE MIPOIYKTHI, a
Tak)Ke CTPOro M30erarh ymnoTpeOseHHus TeX MPOMYKTOB, KyJa OHH MOTYT J00aBIsAThCA (XJeo,
BBITICYKA, COCHCKH, KOJOAchl, Kapamelb, CIaJ0CTH, MaprapuHbl U T.I1.). 3alpeiiaeTcs TakkKe
HCIOJIL30BaHNE HU3KOJIAKTO3HBIX CMECEH 1 MOJIOKA.

Psan  mpoAaykToB pacTUTENBHOTO MPOUCXOXKACHUS COACPKHUT OJIMTOcaxapuibl -
ranakto3unsl  (padduHO3y, CTAXHO3y), >KUBOTHOTO MPOUCXOXKIEHUS — TJIMKOMPOTEUHBI,
KOTOpPBbIE MOTYT OBITh MOTCHIIHATHHBIMA UCTOYHUKAMHU TAJAKTO3bI (TaJaKTO3HU/bI: TOPOX, OOOHI,
dacosb, yeyeBuIla, HyT, MIMTUHAT, KaKao, MIOKOJIAJ; TIIMKOIPOTEHUHBI: TIEYeHb, MOYKU, JTUBEpPHAs
konbaca), MOATOMY OHHM WCKJIIOYAIOTCS W3 TMUTaHUS TMAalUMEeHTOB JETCKOrO Bo3pacTa u
OTPAHUYMBAIOTCS B MUTAHUH B3POCIBIX MMAIIUEHTOB.

[TpukopM BBOJIUTCS B TIEPHUOI OT 4 MECSAIEB XU3HHU. B MUTaHWU WCHOJIB3YIOTCS TOJIBKO
0e3MOJIOUHbIE  MPOAYKTBI W Omroma:  O€3MOJIOYHBIE  Kalllkd, KOTOpPBhIE  Pa3BOJIAT
0e31aKTO3HBIMU/0E3rallakTO3HBIMU CMECSIMH, @ TakK)K€ OBOIIHOE, MACHOE M (PYKTOBOE MIOpE.
Bce mMonouHble TPOAYKTHI, BKIIOYAs [EIbHOE KOPOBBE MOJIOKO, KMCIOMOJOYHBIE MPOTYKTHI,

TBOPOT, 3alIpC€HIAl0TCA K UCITOJIb30BAHUIO Yy ITAlTUCHTOB C rajlakTO3eMHEH.
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Bun mepBoro npukopma Onpenensiercs COCTOSHHUEM KeNyJIOYHO-KUIIEYHOTO TPaKTa U
HYTPUTUBHBIM CTaTyCOM peOeHKa. DTO MOXET ObITh OBOLIHOE IMIOPE M3 HAaTypaJbHBIX OBOILEH
WINA TUJIOJJOOBOUIHBIX KOHCEPBOB Ui JIETCKOrO NHTaHHs Oe3 J00aBleHHs MOJOKa (M He
UMEIOIUX B COCTaBe OOOOBBIX) MM OE€3MOJIOUHBIE Kallll HA OCHOBE KYKYpYy3HOM, pUCOBOM Min
IPEYHEBOM  MyKM, A8  pa3BelCHUA  KOTOPbIX  HEOOXOQUMMO  MCIONb30BaTh Ty
CHEUAIM3UPOBAHHYI0 CMECh, KOTOPYIO IIoJiydaeT peOeHOK. MsCHON NpuUKOpM BBOJAT B
nutanue ¢ 6 MecsueB. lIpenMmyiecTBo OTHAIOT CHELMATU3UPOBAHHBIM JETCKUM MSCHBIM
KOHCEpBaM IPOMBILIIEHHOIO BBIIYCKA, HE COJEPIKAIUM MOJIOKA M €ro MPOU3BOJHBIX (KPOJIUK,
LBIIUICHOK, UHJEeWKa U JIp.)

KAKOM IMPOT'HO3 TP T'AJIAKTO3EMUN?

[IporHo3 3aboneBaHusi HEOIAroNpuATHBIA MpU  TsDKEIOM  ¢GopMe U MO3JHO
JMarHOCTUPYeMOil rasiakrozemuu. [Ipy paHHeM Ha3HauUEHUM AUETHUYECKOTO JICUSHHSI IETH MOTYT
pa3BuBaTbcid HopMaibHO. HO HecMOTpsi Ha ajeKBaTHOE JIEYEHHE C IEPBBIX JHEH KHU3HH, Y
OOJBHBIX C TaJaKTO3EMHUEH COXpaHSETCs] PUCK (POPMHUPOBAHUS OTCPOUYEHHBIX OCIOKHEHUH —
3aepKKM  (PU3MUECKOTO pa3BUTHUS, HAPYIICHHUS pPa3BUTHSA pPEYH U MOTOPHBIX (DYHKIHUH,
ocTeornopo3a. Y J€BOYEK IMOBBIIIEH PHUCK MPEXKIEBPEMEHHOW HEI0CTaTOYHOCTH (YHKLIUU
SUYHUKOB. Y MHOTUX HaOIroaeTcs 3ajiepKKa pocTa B IMOAPOCTKOBOM Bo3pacte. OHaKo mocie
nmybeprata pocT 0OBIYHO JIOCTUTAET HOPMBI.

3anepkKa TCUXMYECKOIO Ppa3BUTHS, BBIABISIONIAACS y HEKOTOPBIX JeTed C
rajjakTo3eMueH, MoTyJaroux JUeTHYeCKoe JIeUeHUE, He TsKesast; OHa MOYKET 0OHapYKUBAThCS
B paHHEM BO3pacTe, HO 4Yallle CTAHOBUTCA OYEBMIHOW B IIKOJIbHBIE I'OJbI, KOTJa y peOeHka
BO3HUKAIOT TPYAHOCTH C YTEHHEM WJIH YCBOeHHMEM MaTemaTtuku. I[lpubnusurensHo y 18%
JeTe crapiie 5 JeT OTMeuaroTCs JBUTaTelIbHblE HApYIICHHWsS B BHJIE aTaKCHH, HEJIOBKOCTU
TOHKOW MOTOPUKH, PACCTPOMCTB PaBHOBECHUS U KOOPAMHALIMK; BO3MOYKHO HAJIMYHUE TPEMOpa NpU
BBITOJIHEHUH 1€JIEHANPABICHHBIX JIeHCTBUN, MbIIEYHON JUCTOHMHU. OKOJO TpeTH OOJBHBIX C
KJIACCHYECKON TaJaKTO3€MHEN, IMOJy4YarollUX JICYEHUE, MUMEIOT HAPYIICHWS PEYH MO THILY
«BepOaTbHON AUCTIPAKCUWy. Y TaKUX JIETEeH 3a/iepKaHO PEYeBOE pa3BUTHE B paHHEM BO3pacTe,
UMEIOTCS 3aTPyIHEHMs apTUKYISALUM, OeqHBIN cioBapHblii 3amac. KaTtapakta nabmomaercs
npubimsutensHo y 30% OonpHBIX. Y OOJIBHBIX C TajakTO3eMHUEH HaOmrolaeTcs CHUXKEHHE
MUHEPATU3alUU KOCTHOM TKaHU, YTO YacTO NMPUBOAMT K PA3BUTHUIO PAHHETO OCTEONOpO3a U

MOBBIIIEHHOMY PHCKY IEPETOMOB KOCTEM.

MMPOPUITAKTUKA I'AJTAKTO3EMUHA
B cembe, rne ectb OonbHON pebeHOK, mmeercs 25% pUCK TOBTOPHOTO POXKJEHUS

00JBLHOTO MpPH KaKJIOM Mocnenyromnell 0epeMeHHOCTUH. Y POJCTBEHHUKOB M3 TPYIIBI pPHCKa
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TaK)Ke BO3MOXXHO BBISBJICHHE MYTAllUH, €CIM OHU OBUIM HWACHTH(QHUIHUPOBAHBI Y OOJBHOTO
pebeHka B JaHHON ceMbe.

Bompoc o mnpoBeacHWHM TNpeHATAIBHON JAMATHOCTUKH TaJaKTO3EMHH JIOJDKEH OBITh
BCECTOPOHHE OOCYXKICH C 3aMHTEPECOBAHHBIMH CYIPYKECKUMH ITapaMu MPEXke, YeM NMPUHSTh

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

PEKOMECHIALUAX

He npumenumo.
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