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Cnmcok cokpameHniu
D2/D2 — ranakro3emus, BapuaHT [lyapTe B TOMO3UTOTHOM COCTOSTHUU
G/D2 — ranakro3emus- Jlyapre
G/G- ranakro3emust Tuil |, cBsi3anHas ¢ myraiusiMu B ree GALT
AMI' - aHTUMIOJUIEPOBBIN TOPMOH
AYTB - AKTUBHPOBaHHOE YaCTUYHOE TPOMOOIIACTUHOBOE BPEMSI
['AJI — ranmakro3zemus
I'AJIK — ¢epMeHT ranakTokrnHaza
I'AJIT — dbepment ranakro3o-1-docharypuaunrpacudepasa
I'AJID — pepment Y 1P-ranakro3o-4-3numepasza
KT — xomnbroTepHas Tomorpadus
JII" — MFOTEMHU3UPYIOIIUI TOPMOH
MHO- Mex1yHapoJHOE HOPMAIM30BaHHOE OTHOIIICHHE
MPT — MarHUTHO-pe30HaHCHAasi TOMOTrpadus
HAJI® H — aukotnHamuauaykieotuapocdar
HAJI'H — HUKOTHHAMUJITUHYKJICOTH ]
IITB - npoTpoMOGuUHOBOE BpeMst
Y 1®-ranakro3a — ypuauHaudochaTraiakroza
Y 1®-rmoko3a — ypuauaaudocdarriroko3a
V3U — ynbTpa3zByKOBOE UCCIIECIOBAHUE
OJTA — sTusieHAMaMUHTETPAYKCYyCHAsI KUCIOTa
OKI' — sanekTpokapauorpadus
Ox0KI" — axokapauorpadus
O30T — anexTposHIedanorpadus
YVP — ypoBeHb yOeAUTEIbHOCTH PEKOMEH IAIIUU
Y/ — ypoBEHBb JOCTOBEPHOCTH JOKA3aTEIbCTB
OCI" —(honnMKyI0CTUMYIHUPYIOMIUNA TOPMOH
OMIM (online mendelian inheritance of man) — snekTpoHHas 6a3a IaHHBIX «MeEHIEIEBCKOE

HacCJICAOBAHUC y YCIIOBCKaA»



TepMHuHBI U onIpee/IeHUA
HeonaTajabHblil CKPUHUHT — KOMIUIEKC MEPOTIPUSATHIA, BKIIOYAIONINX 0€3BBIOOPOUHOE
O6CJI€[[OB21HI/IC HOBOPOXICHHBIX, B LCJIAAX PAHHCTO BLIABJICHUA 38,6OJIGB3HI/II71, Ha3HA4YCHUA
CBOCBPECMCHHOI'O JICYCHUSA U HpO(l)I/IJIaKTI/IKI/I Pa3BUTHA TSAXKCIIBIX KIIMHUYCCKHUX HOCJIGI{CTBI/Iﬁ
I'anakro3zemusi — rpynna HacjaeACTBEHHBIX HapYIIEHUM 0OMEHa yrieBo10B, IpU

KOTOPOM B OpraHMU3MC HAKAIlJIMBACTCA M30BITOK r'aJIAKTO3EI U €€ METa0O0JIUTOB



1. Kparkas nHpopmanus no 3a00/1¢eBAaHNI0 WJIH COCTOSAHMIO (TpyIne

3a00/1eBaHUI MJIH COCTOSTHUIA)

1.1 Onpeneaenue 3200eBAHMA HWJIH COCTOAHHA (rpymnbl 3a00JeBaAHUN  HJIH

COCTOSIHMiA)

lNanakrozemus (I'AJI) — rpynna HaciaeICTBEHHBIX HapyllleHUH oOMeHa yIJIeBOJIOB, MpH

KOTOPOM B OpraHM3Me€ HaKalIMBaeTcsi U30BITOK TallakTo3bl M €€ MEeTabOJIMTOB, YTO
0o0yCNOBIMBAEeT KIMHUYECKYIO KapTHHY 3a0ojieBaHHS M (OPMHUPOBAHUE OTCPOUYEHHBIX

ocyoxHeHu#. Tum HacieoBaHUs BceX POPM raiakTO3eMHUH - AyTOCOMHO-PELECCUBHBIM.

1.2 DTHOJIOrMA M NAaTOreHe3 3a00JIeBAHUA WJIH COCTOAHHUA (rpynnbl 3a00J1eBaAHUM

WJIH COCTOSTHUMIN)

lNamaxTo3a (ot rpedeckoro cioBa galaktos - MOIOKO) - MOHOCAXapu U3 TPYIIIBI TEKCO3,
u30Mep TIIOKO3bl. HecMoTpst Ha OOJBIIOE CXOJICTBO MOJIEKYT TIIFOKO3BI M TalaKTO3bI,
MpeBpalleHue TOoCcIeIHEN B III0K03Y TpeOyeT HECKOIbKUX (PepMEHTATUBHBIX PEaKI[Hil, KOTOpbIE
MIPOTEKAIOT B MUTOILIa3Me KIeTKH (puc. 1). ['amakTo3a nMeeT BaXKHEHIIIEe 3HAYCHUE /IS pOCTa U
Pa3BUTHUSI OpraHU3Ma U SBJISIETCS KOMIIOHEHTOM IPYIHOTO MOJIOKA.

["anakTo3a HE TOJIBKO SABISIETCA 3HAUUMBIM UCTOUHUKOM SHEPIUH JUTSl KIETKH, OHA UTPAET
BAKHYIO NPEOMOTHYECKYIO pOJib, CIY)KUT HEOOXOJAMMBIM IUIACTUYECKHM MaTepuajIoM s
00pa3oBaHus IITUKOIPOTEHUIOB, IITUKOJIUIUAOB U JPYTUX CIOKHBIX COCTMHEHUH, UCIIOIb3yeMbIX
opranu3MoM s (GOopMHpOBaHMSI KJIETOYHBIX MeMOpaH, HEPBHOM TKaHH, MPOLIECCOB
MUEIMHHU3AIMN HeWpoHOB u 1p. Hapymienue mertaGonm3ma ranakTos3bl, HabOiItogaeMoe mHpu
raJlakTO3eMUU, HEN30€KHO MPUBOJIUT K PAaCCTPOUCTBY (DYHKIIMOHMPOBAHUS MHOTHUX OPraHoB U
CUCTEM OpraHu3Ma.

Bonpuioe xonmuuecTBO MOTpeOIsieMbIX B TEUCHHE JTHS MUIIEBBIX MPOIYKTOB (B MEPBYIO
ouepe/lb MOJIOYHBIE MPOJYKTHI) COAEpXkaT JIAKTO3Y, U3 KOTOPOH B KUIIEYHHKE B PE3yabTaTe
THJIpoJn3a o0pasyeTcs TrajlakTo3a; HEKOTOpble MPOJYKThl NHUTAaHHUS COJAEp)KaT TajllakTo3y B
YUCTOM BHUAE. Y 4YeJIOBEeKa TajakTo3a MOXeT OOpa30BbIBATBCA SHJOICHHBIM IIYTEM,
MOJIAaBJISIIOIIEE €€ KOJMYECTBO CHHTE3UpPYETCsl B Mpolecce (epMEHTATUBHBIX PEaKIMA MEXITY
ypunusandocdarriokosoit (Y AD-rmoko30ii) n Y D-ranakTo30ii, a Takke B mporecce oOMeHa
TJIMKOTIPOTENHOB U TIIMKOJIMITUIOB.

lNanakTo3eMuss OTHOCHUTCS K HAcJEICTBEHHBIM OOJIE3HSM YIJIEBOAHOTO OOMeHa H

OOBEMHSAET HECKOJBKO TeHeTHYecKHX (opm 3aboineBanumit. [amakrozemus tun | (FAJT 1)



oOycnoBnena myrauusimu B rene GALT, kaptupoBanHom Ha 9p13.3, uyto npuBoauT K Aepuuuty
ranakro30-1-pocharypumunrpanchepassr (I'AJIT). [anakrozemust tun I (IAJT 1) oOycnosiena
myramusimu B reHe  GALK1, xaprtupoBanHom Ha 17g25.1, uyto mpuBogutr K aeduuuty
ranakrokunasel (["AJIK). Tanaktozemust tun Il (I'AJI 11l) oOycinoBieHa MyranusMu B TeHE
GALE, kaptupoBanHoMm Ha 1p36.11, yto mpuBomut k nedurnuty ypumuH-gudochar (YID)-
ranakto30-4-snumepassl (I'AJID) (puc 1).

B pesynpraTe HenmoctarouHoctu Jrobdoro uz tpex ¢epmentoB — ['AJIT, M'AJIK wumm
'AJID — B kpoBM NOBBIIIAETCS KOHIEHTpAIMs Tanakrosbl. [Ipu cHuxeHUH AKTUBHOCTH
depmentoB T'AJIT u TAJID, momumo u30BITKA TalakTO3bl, B OpPraHU3ME IMAIUEHTA
HaKaIlJIMBAeTCsl TakXke M30BITOYHOE KOJIMYECTBO TanakTto3o-l-docdara, 4To Ha CEroHsIIHUN
JI€Hb CUMTAETCS] OCHOBHBIM NAaTOr€HETUYECKUM (aKTOpOM, OOYCIOBIMBAIOIIUM OOJBIIMHCTBO
KiuHu4eckux mpossieHuil ['AJl u QopmupoBaHHE OTCPOUYEHHBIX OCJIOKHEHUH. M30bITOK
rajlakTo3bl B OpPraHu3Me MOXET MeTa0OJM3HpOBATHCA B JIPYIMX OMOXMMHUYECKHX IYTSIX: OHA
MOJKET MpeBpaliaThCs B TajlakTUTOJN. HakoruieHue rajgakTUToNa B KPOBH U TKAHSX U TIOBBIIIEHHE
€ro dKCKpeluu ¢ Mouoil Habmogaercs npu Beex ¢opmax ['AJl; B xpycTanuke riaza U30bITOK
rajlakTUTONa CIOCOOCTBYET (OPMHUPOBAHUIO KaTapakThl. VIMeloTcs CBEIEHHs O TOM, YTO
BBICOKOE COJIEp’KAHUE TaJIaKTUTOJIAa B TKAHAX MO3ra CII0COOCTBYeT HaOyXaHUIO HEPBHBIX KIIETOK
1 (GOPMHUPOBAHUIO TICEBIOOIYXOJIM MO3Ta Y OTJEIbHBIX MALUEHTOB.

[Taronoruyeckue mporecchl pu ["AJl 00yCIIOBIICHBI HE TOJIHBKO TOKCHYECKUM JICUCTBUEM
yKa3aHHbIX IPOAYKTOB, HO M MX TOPMO3SIIMM BIIMSHUEM Ha aKTUBHOCTb JIPYTUX (EpPMEHTOB,
YYaCTBYIOIITUX B YIJIEBOTHOM oOmeHe (dbocdormrokomyTassl, TJTFOK030-6-
docharaernaporenaspl), CIEACTBUEM 4YEro  SBIAETCS  TUIOITMKEMHYECKUH  CHHAPOM.
[Ipennonaraercs Takxe, YTO IPEAPACIIOIOKEHHOCTh K CEICUCY Y HOBOpOXkAeHHbIX ¢ I'AJI Tun |
00yci10BJIeHa UHTHOMPOBaHUEM OaKTEPUIIMIHON aKTUBHOCTH JICHKOLIUTOB.

Haubonee gactoit opmoii I'AJI sBasercs ['AJI |. I'en GALT coctout u3 11 3K30HOB,
oxBatbIBaroux 4,3 T..H. Xxpomocombl 9pl3. B 0aze maHHBIX MmO MyTanusM 4enoBeka Human
Genetic Mutaton Database (HGMD Professional, Version 2020.3) onucano 346 matoreHHbIX
BapuanToB B reHe GALT [47]. K Haubonee pacrnpoCTpaHCHHBIM IATOTCHHBIM BapHaHTaM
oTHOCcsATCS nBe mytauuu: ¢.563A>G (p.QI188R) u c.855G>T (p.K285N), obycnaBnuBarorime
pasBute I'AJl |. Cpenu nmayieHTOB €BpONEHCKOTO MPOUCXOXKACHUS Hanboiee YacToi sBiIseTcs
mytanus C.563A> G (p.Q188R), cocraBmsromas 64% Bcex HAOIIOJACMbIX MMATOTEHHBIX
BapuanToB. Bapuant ¢.404C> T (p.S135L) cBsizan ¢ «markum» ¢enotunom ['AJl | u
BCTPEYAETCSl IMOUYTH HCKIIOYMTEIBHO Yy MAIMEHTOB adpHUKaHCKOTO HpoHucXoxiaeHus. pyrue

pacrpocTpaHeHHble MaTOreHHble BapHaHThl BKMo4aloT: ¢.855G> T (p.K285N), c.626A> G



(p-Y209C), c.413C> T (p.T138M), ¢.584T> C (p.L195P) u IVS2-2A> G. V eBpeeB-alIikeHa3Hn
94acTo BCTpEYaeTCs JAeenus pazMepoM okojo 5,5 kb. Bce 3Tu BapuaHThI CBSI3aHBI C TOYTH WX
MIOJIHOM MOTepeil aKTUBHOCTU (hepMEHTA.

Bapuant ramaktozemusi  -Jlyapre (GD2) sBusercs  pe3yapTaroM  CIOKHOH
reTepo3uroTHocTy no natoreHHoMy BapuanTy GALT (G) u BropoMmy ajuiento, U3BECTHOMY Kak
p.N314D, Duarte 2 (D2). D2 Bcrpeuaercs npumepHo y 11% HaceneHuss B eBpOIEHCKO-
aMEepUKaHCKUX MOonyasuusax. B Hacrosimiee BpeMs M3BECTHO, YTO OH BKJIIOYAET TaIUIOTHUIl U3
ST BapHaHTOB. TPU MHTPOHHBIX BapwaHTa (- C.378-27G>C, ¢.508-24G>A u ¢.507+62G>A),
nenenuio 4 M.H. B mpoMoTope reHa u 3ameHy ¢.940A> G (p.N314D). Amnens D2 cHmkaer
aktuBHOCTH ['AJIT mpumepno Ha 50%, Tak 4TO, KOT/Ia OH MPUCYTCTBYET B TPAHC- MOJIOKEHUU C
KJIACCUYECKUM aJlIeJieM TajlaKTO3eMHUU, TO aKTUBHOCTh (PEpMEHTa MOXKET COCTaBIATh ~ 25% OT
HOpMBI. Tekymiue 1aHHbIe MOATBEPKAAIOT TUIIOTE3Y O TOM, YTO Jesielus 4 1.H. OTBETCTBEHHA 3a
CHIDKEHHE akTUBHOCTH ¢epMmeHTa. Brtopoii Bapuant, Duarte 1 (D1, Taxke M3BECTHBIM Kak
BapuaHT Jloc-AHmkeneca win LA), He cBs3aH co cHKeHHOM akTuBHOCThIO I'AJIT. Annens
D1 conepxurt ¢.940A> G (p.N314D), a Takke CHHOHUMHUYHOE U3MEHEHHE HYKJICOTH Ia B SK30HE
7, ¢.652C> T (p.L218 =), Ho He menmenmio mpomoTopa 4 m.H. Ajutenbs Bapuanta DI Takke
CUMTAETCsl TOOPOKAYECTBEHHBIM M AaCCOLMHPYETCS C HOPMAIbHOW WMIIM ClIerKa MOBBIIIEHHOMN
akTHBHOCTBIO (epmenTa ['AJIT sputpormros [16].

lanakrozemun II Ttmma (TCAJI 1l) oOycnoBiaena wyrtamussma B reHe GALKI,
kaptupoBanHoM Ha 17025.1. Omnucano okono 50 Myrtamuii, 4acThIX MYyTallUid HE OIHCAHO.
W3BectHa oana mytanus, P.P28T, kotopast yacto Bctpeyaercs y mpiran [17].

lanakrozemus Tum Il (TAJT III) oOycnoBinena wmyramusmu B rene GALE,
kaptupoBaHHOM Ha 1p36.11. OnHa u3 cambix penkux Gopm ['AJL. U3BecTHO okoso 30 myTanui,

4acCTbIX MyTaI_[I/Iﬁ HC OIIMCAHO.



JHI0reHHAA raJIaKTo3a,

JK30reHHas rAJAKTO32, o6pa3zoBaHHAs IPH 00MeHe
TIOCTYNAIAS ¢ MHIIEi IVINKONPOTEeHI0B H
[JIHKOJIHITHIO0B
- - — — — < [anakTaTon

T'anakroso-1-gocdar Y]I®-raokoza
Ll rAsid

YAP-Tanakrosa Taroko3o-1-docdat

Pucynok 1. Meraboau3m ragakTo3sl

I'AJIT — dbepment ranakro3o-1-docharypuaunrpacudepasa;
I'AJIK — gepMeHT ranakToKnHasza;

I'AJID — pepment YV ]D-ramakTo30-4-snumepasza (SnumMepasa).

1.3 DnuaemMuoJgorug 3a00JeBaHUA WM COCTOSAHHUA (rpynnbl 3a00JeBaHUN  HJIH

COCTOSIHMIA)

Yactora T'AJl mo paHHBIM MaccoBOTO 0OCIEIOBaHHS HOBOPOXKIEHHBIX B Poccum

cocrasisger 1: 20 000. 1o 3HaueHue He sBIgeTCa MCTUHHOM vacTtoTod I'AJI | B PD, Tak kxak
BKJIIOYAT M KiuHUueckue BapuaHThl ['AJl | m BapumanThl ramaktozemusi-/lyapre. J[aHHBIX O
gactote 'AJL I, 11l Het, Tak kak moaTBepskaatomas quarHoctrka ['AJl B G0JIBIIMHCTBE CiTydacB
B PO He npoBoauTCS.

I'AJI | Bctpevaetcs y 1: 53 554 HoBopoxnenubix B Coenunennbix Itatax [18]. YactoTa
DG-ranakro3emun npumepHo B 10 pa3 BbIllle, HICTUHHAS YaCTOTa HEU3BECTHA U3-3a Pa3JIMUUi B
CKpUHUHTE.

Yactora I'AJI Il konebmercs ot 1: 2 200 000 mo 1: 50 000 >kuBBIX HOBOPOKJICHHBIX,
IpUYeM camasi BbICOKast HaOJII01aeTcst y IbITaHCKOro HaceneHust bonrapun u bocuuu [19].

UYacrtota nedunura ['AJID, BBIABISEMOro TMpH CKPUHUHTE HOBOPOXKICHHBIX, B
OCHOBHOM, 3TO OECCHMITOMHBIH (O0OPOKaYEeCTBEHHBIN HU30JHUPOBAHHBIA MM MPOMEKYTOUYHBIH
BapuaHT), coctaBiser 1:70 000 y MIiageHIeB eBpoOIelcKoro mpoucxoxaeHus u 1: 6700 y

adpoamepukanues [20].
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1.4 QOco0eHHOCTHM KOANPOBAHUA 3200JeBaHNA HWJIH COCTOSAHHUA (rpynnbl

3200J1eBAHUN WJIH COCTOAHHKA) 1m0 MeXIVHAPOIHOH CTATHCTHYECKON KJaccuuKanuu

00J1e3Hel M MPo0JIeM, CBA3AHHLIX CO 3I0POBbEM

E74.2 - Hapymenus oOmena ranakro3sl (HemoctaToyHOCTh TajakTOKHHA3HI.

[anmakro3emus)

1.5 Kaaccupukanus 3a00/1eBaHUSI MM _COCTOSIHUA (TPynnbl 3200JIeBaHUM WU

COCTOSIHMiA)

B ocHoBy coBpemenHoit kinaccudukanuu I'AJl monoxeH dTHOTOTUUECKUIN TPUHIIHIL.

B 3aBucumocTn ot nedekra 0JHOTO U3 TPEX OCHOBHBIX (PEPMEHTOB, YUaCTBYIOIIMX B OOMEHE
rajlakTo3bl BeLIEISIIOT Tpu THna ["AJI:
|. Knaccuueckuii - ranakrozemus I Tuna, oOyciosieHHas nedpunurToM hepMeHTa rajakTo3o-1-
dochar-ypununtpanchepassr  (I'AJIT) u HaTWuMeM TOMO3UTOTHBIX WM  KOMIIAyH]I-
retepo3urotHeix mytaimii B reie GALT (G/G). OtnensHo BoiAesstor BapuanT dyapte (D/D) u
ranakrozemuto- Jlyapre (G/D), mnpu KOTOpbIX MNOJMMOPGHBI BapHaHT HAXOIUTCS B
TOMO3HUIOTHOM COCTOSIHMU WJIM KOMIIAyH[I-T€T€PO3UTOTHOM COCTOSIHUU C MaTOT€HHOM MyTalluei.
1I. Heoocmamounocmo canakmoxunasot (I'AJIK) (ramakrozemus Il Tuma).
III. Jle¢puyum ypuounougpocgpam-zanakmoszo-4-snumepazer (I'AJID wunm snmmepassl) —

ranakto3emus 111 tuma [25].

1.6 Kiuapyeckas KAapTHHA 3200J1€eBaHHS MJHM COCTOSAHUA (rpynnbl 3a00J1eBaHHi

WJIM COCTOSIHMI)

I'AJI I (OMIM 230400) mnposiBiseTrcs B HeoHatajlbHoM mepuonae. Ha done
BCKapMJIMBAaHHUsI MOJIOKOM HJIM MOJIOYHOW CMECBIO, COJep)Kalled JIaKTO3y U TajlaKTo3y Yy
HOBOPOJKJIEHHOTO MOSBISIETCSl PBOTA, IUapesi, MbIIICYHass TMIOTOHUS, COHJIMBOCTD, BSUIOCTb.
OrcyrcTByer mpubaBKka B Macce Teja, HaOMIOJaroTCsl BAJIOE COCaHUe, OTKa3 OT IPyId Marepw,
NOSBISIFOTCS. M HApacTaloT NpPU3HAKK IOPAKECHUS TII€YEHH, 4YacTO COIMPOBOXKIAFOLIHECS
rernaToMeraueil/TenaToCIJICHOMET allil, KEATYXOW, THUIOTIMKEMHUeH, HEpeIKO OTMedaeTcs
KPOBOTOYMBOCTH U3 MECT MHBEKIUH.

Hawu6onee Tsoxensiv nposisnenrnem ['AJl | y HOBOpOKAEGHHBIX SIBISETCS CETCUC, KOTOPBIH
uMeeT  (QaralbHOE TEYEHWE M 4Yamie Bcero  OOYyCIIOBIIEH  TPaMOTPHIATEIbHBIMHU
MUKpoopranuzmam, B 90% ciyuaeB - Escherichia coli. Kak ocnoxxnenus cencuca, BO3MOKHO
pa3BUTHE MEHMHIHTA, OCTEOMHENINTA. Y OJHOTO MalWeHTa BO3HUKIIA TaHTPEHA MAJbIEB CTON U

3aJiHel MOBEPXHOCTH OJJHOM HoTH [21].
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3aboneBaHne OOBIYHO MaHHU(ECTUPYET B IEPBbIE AHU - HENCNU >KU3HH, OBICTPO
IIPOrpeCCUpPYET U B OTCYTCTBUM JIEUEHUS HOCHUT >KM3HEYrpokaromuil xapakrtep. C mepBbIX
MECSIIEB KU3HU Y MHOTUX JieTell (POpMHUPYETCs IBOSKOBBITYKIIAs KaTapaKTa.

VY HEKOTOpBIX MalMEHTOB MOXKET OTMEUAThCS CUHAPOM BHYTPUUEPEIHOM T'MIIEPTEH3UH,
KIMHUYECKH TMPOSIBJIAIOIINECS BbIOyXaHUEM M HaNpsDKEHHEM OonblIoro poaHuuka. Ilpu
KT/MPT rosioBHOro Mo3ra OnpeAeisioTCs IPU3HAKKM BHYTPHUYCPEITHOM THIiepTeH3uu [22].

Munanenust ¢ G/D, nony4aromiie rpyIHoe MOJIOKO MIIM CMECH C BBICOKUM COJICpIKaHHEM
rajakTo3bl (MOJIOYHBIE CMECH), OOBIYHO HE UWMEIOT KIMHUYECKUX CHUMITOMOB. EcTh
HCCIEeA0BaHMs, IOKA3bIBAKONIEE OTCYTCTBUE PA3IMYMM MEXIY IPyNIaMu JETEH C rajJakTo3eMuen
G/D, mnony4aBmIMX M HE MOJy4yaBIIUMX JjeueOHoe nuTaHue. HemocrarodyHocTs QyHKUMU
SIMYHUKOB, KOTOpasi 4acTo BcTpedaercss npu kinaccuueckod I'AJI |, He HaOmoganace y AeBouek
v sxernH ¢ G/D [23].

Kiunndeckass cumnromatuka npu [AJT 11 (MIM 230200) y MHOTHX OOJBHBIX MOKET
ObITh OTpaHUYEHA TOJIbKO (OPMHUPOBAHMEM KaTapakThl. Takue CUMIITOMBI 3a00JIEBaHUSA Kak
OTCTaBaHHWE pOCTa M MAacChl Teja, AUCIENTUYECKHE paccTpocTBa M Jp., HE3HAYUTENBHO
BBIPAKEHBI, XOTSI M MOTYT HaOMonaThCs y AeTel rpyqHOro Bo3pacrta. Takke mpearnosaraercs,
YTO B 3aBUCHUMOCTH OT MOTpeOJieHuss MoJjioka B 0ojiee MO3THEM BO3pacTe, CYIIECTBYET
MIPEIPACIIOIOKCHHOCTD K IPECCHUIILHOM KaTapakTe, pa3sBuBaromieiicss B Bozpacte 20-50 et [24,
25].

I'anakrozemus 111 tuma (MIM 230350) BcTpeuaeTess HCKIIIOUUTEIBHO PEIKO, YaCTOTA €€
TOYHO Hews3BecTHa. Beigensror 2 wmHHYeckue ¢opmbl  ['AJI  III, cBs3aHHBIE C
HemocTaTouHOoCThI0O  ['AJID:  moOpokauecTBeHHYIO  (M30JMPOBAHHYIO) U TSDKEIYIO
(renepanu3oBanHy0). KimHuueckue mnposBieHUsT MpU  JO0OpPOKAuYeCTBEHHOW (opMe MOTryT
OTCYTCTBOBAaTb, U 3a00JICBAHUE BBISBIIICTCS CIIy4aiiHO MpU 0OHAPYKEHUHU MOBBIIIEHHOTO YPOBHS
raJlakTo3bl B KPOBH (IIPHU MPOBEACHUM CKPUHHHTA HOBOPOXKJIEHHBIX, OMOXMMHUYECKOM aHaIu3e
KpoBU U Ap.). OAHAKO KaTaMHECTHYecKue HaOIIOACHMS TMOKAa3bIBAIOT, YTO y YacTU JeTeill B
MOCJIEYIOIIEM UMEIOTCSI HapyIlIeHUs MOTOPHBIX (DYHKIMI U peyeBoro pa3Butus. [Ipu Tsokenoi
¢dopme 3a00sieBaHUS HaYaJIbHbIE CUMIITOMBI MMEIOT CXOJICTBO € KJIACCHYECKOM rajakTo3eMHel,
BKJIFOYAs ~ JKENTYXy, TIeNaTOMerajiuio, pBOTY, MBIIIEYHYI0  THIIOTOHHUIO,  3aJIEPKKY
(U3MYEeCKOr0/IICUXOMOTOPHOTO pa3BuTHi. B mocnexyromem HaOiogaeTcss CIJICHOMETausl.
HecmoTtps Ha paHHee pacno3HaBaHue 3a00JI€BaHUS U BKIIIOYEHHUS TUETHUECKOTO JICUEHUs, Yepes3
2-3 roja HepeAKo OOHAPYKMBAIOTCS OTYETIMBAs 3a/€p)KKa IMCUXOMOTOPHOTO DPa3BUTHS H
HEHPOCEHCOpHasl TyroyxocTb. HekoTopble MalMeHThl COCTaBISAIOT IPYNIY PUCKA IO Pa3BUTHUIO

KaTapaKThI. I[CTI/I C PI3OJ'IPIpOB&HHOI>i (I)OpMOP'I OOBIYHO OCTAIOTCS KIMHUYCCKH 3A0POBBIMHU [AXKE
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Ha OOBIYHOW MOJIOYHOM JMETE U MOTYT OBITh BBISBICHBI TOJBKO IMPHU MACCOBOM CKPHHHHIE
HOBOpOXKAeHHBIX [20].
Onucan OAWH CEMEHHBIM Clydald TsHKENON TPOMOOLMTONECHHH, ACCOLMUPOBAHHBIA C

myrarusm B reae GALE [26].

2. /lmarHocTuka 3200/1eBaHMS MM COCTOSIHUSA (TPynnbI 3200/1eBAHMH WIH
COCTOSIHHUI1), MEIMIMHCKHE OKA3AHNS M IPOTHBONOKA3aHUA K IPUMEHECHHUIO

METOAO0B JUATHOCTUKH
Juacnoz T'AJl ycmanasnueaemcsi Ha OCHOBAHUU COBOKYNHOCMU AHAMHECMUYECKUX,
KAUHUYECKUX OAHHbIX, pe3yabmamos aaO0pamopHo20 UCCIe008anusi (OUOXUMUYECKO20 U
MONEKYIAPHO-2eHEMUYeCcK020 aHAU3A).
B Poccuiickou Dedepayuu npo8ooumscsi HeOHAMAIbHLIN CKPUHUHS HA 2ANAKMO3eMUI0 U

MHO2cue ciayuau 3abonesanust mozcym OblMb 6bIABIEHbI HA OOKAUHUYECKOU CIMAOUU.

2.1 Kag00LI M aHAMHE3

Ilpu cobope anammesa u xHcanob pexomeHO08aHO 0OpaAMuUMb GHUMAHUE HA Cledyioujue
AHCanoowvl U AHAMHECTUYecKUue cooblmusi:
B ntobom 6o3pacme
—  OMSA2COUWEHHDII CeMEUHbI aHAMHe3 (CXOOHble Cyyau 3a001e6anusl y POOHbIX Opamves u
cecmep);
—  OAUBKOPOOCMBEHHbIU OPAK.

Mnaoenyvi nepsvix mecayes HCU3HU:

—  Bs0€e cocanue, OmKaz om epyou,

— naoxas npubaska 6 gece;

— peoma;

—  ouapesi;

—  olcenmyxa;

—  yeenuueHue pazmepos neyeHu,

— eemoppazuyeckull CUHOPoM (Kposomouusocmsv u3 mecm unvekyuil, KT kposomeuenus
u opyeue);

—  COHIUBOCMb,

—  8s10Cmb,

—  no8blUeHHAs 8030)Y0UMOCMb,

— sblOyxauue 601bUI020 POOHUYUKA.
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Kanobwi u anammnes makoice onucamol 6pa3defze 1.6 «xnunuueckas Kapmuhay.

2.2 duzukajJbLHoe 00CaeT0BAHUE

B nepsvie 7 oneu orcusnu y nayuenmos ¢ I'AJI |, svisgnennvix npu npogedenuu Macco8ozo
CKpUHUHZA, KIUHUYeCKUe CUMNMOMbl Mmocym omcymcmeogams. (OOHAKO — 8CMpeyaromcs
Qyromunamusie Gopmel 3a601e6aHU U NePEble CUMNMOMbL MO2YM NOABUMbCA HA 3-4 cymKu
HCUBHU, euje 00 NONYYEeHUs. Pe3yTbMAaAmos8 meCmuposanusl.

Ilpu gusuxanvrHom obcredosanuu mo2ym Oblms EbisAGNEHbL!
—  CHUDiCEHUe MAccbl mena,
—  uKmepuuHocms (pesice 6IeOHOCHIb) KOHNCHBIX NOKPOBOE,;
—  yeenuueHue 06vema HCUBOMa,
—  2enamo- unu 2enamocnieHoMe2anus,
— eemoppazuyecKull CUHOPOM;
—  HeBpoocUYeCKas CUMNIMOMAMUKA - CUHOPOM YeHeMeHUsl, pedce 8030VHCOeHUsl, NPUSHAKU

BHYMPUYEPENHOU UNEPMEH3ULL.

B mex cnyuasx, koz0a npogedeHue CKPUHUHESOB020 UCCLE008AHUSL NO KAKUM-TUOO
NPUYUHAM OKA3ANI0Ch HEBO3MOJICHbLIM WU pe3yibmamsl He Obliu NOLYYeHbl, He0OX00UMO
uckarouamo I'AJI, ecnu y nayuenma ecms credyrowjue KiuHU4ecKue nposigieHus.

- couemaHue HCenmyxu u 2emoppacuiecKoe0 CUHOpoma 6 nepsvie 2 Heoeu HCU3HU,

- NPU3HAKU NEYEHOUHO-KAEeMOYHOU HeOOCMAMOYHOCMU

- nosl8IeHUe KAMAapaKkmsl 8 paHHeM 803pacme, 0COOEHHO HA NePEOM 200Y HCUSHU,

- cencuc y OOHOUWEHHO20 HOBOPOIICOeHHO20, bi38anHblll E.coli;

- couemanue 3a0epiucKu NpubaABKU 6 macce mend, YBeIUYEHUs pPA3MepOo8 NedeHu,
MbIUEYUHOU 2UNOMOHUU, 3A0EPIUCKU MOMOPHO20 PA3GUMUL U KAMApakmsl y Oemell pPaHHe20

eospacmada.

2.3 JIabopaTopHbIe TMATHOCTHYECKHE MCCIEe10BAHNS

Jlabopamopnas ouacHocmuxa npu HEOHAMAIbHOM CKPUHUHEe 8KII0YAem onpeoeieHue 6
CYXOM NsAmMHe KPosU KOHYyenmpayuu obwjetl 2anakmoswvl, npu NoJI0HCUMENbHOM pe3yibmame —
onpedenenue akmusnocmu pepmenma TAJIT u mymayuii ¢ eene GALT («uccredosanue ypoens
2anaKmo3vl 8 Kposu», «KOMNIEKC UCCAe008aHUll ONid OuazHOCmuku earakmosemuu»). Ecnu
OouazHoCmuKa nPoBoOUmMcs y NAYUeHma ¢ yice 6bla6leHHbIMU KIUHUYECKUMU CUMNIMOMAMU, HA

¢one Ouemomepanuu, UHQDY3UOHHOU mMepanuy, MaAKMUKA 1AOOPAMOPHO20 UCCIE008AHUSA
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Modicem sKaOUams onpedenerue akmusnocmu pepmenma I'AJIT unu monvko nposedenue JJHK-
ouaenocmuxu. Ilocne uckniouenus ITAJl |y nayuenmog c 6vicokum YposHem 2anakmo3vl
cedyem npogooums uccied08anus 0 uckuoyeHus opyaux gopm I'AJI.

Uccneoosanue akmusnocmu I'AJIT ne cnedyem npoeooums 6 meuenue 1 mecaya nocie
nepenueanus IPUmMpoyYumapHol Maccol m.K. Ucciedoeanue Gepmenma oOcywecmensemcs 6

IpUMPOYUMAx.

Pexomenayercsi TMpOBEACHWE HEOHATAILHOTO CKPHHHHTA BCEM HOBOPOXICHHBIM ISt
BBISIBIICHUS] HACJICJCTBCHHBIX HAPYIICHUI MeTaboIM3Ma ranaktossl [1-7].
YpoBenb yOenuTeabHocTH pexoMengamuii - C  (YpoBeHb [0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)
KommenTapuu: 6 coomeemcmsuu ¢ npukazom Munzopascoypazeumus PD Ne 185 om
22.03.2006 200a «O maccosom 00CNe006AHUU  HOBOPOMCOEHHBIX Oemell Ha
HacneocmeenHvle 3abonesanus», 6 Poccuiickoti @edepayuu maccosviii HeOHAMAIbHLIL
CKPUHUHZ HA  2aNIAKMO3eMUI0 NpOB0OsmM HA 4-e CcymKu J#CU3HU OOHOUEHHbIM
HOBOPOJCOEHHbIM U HA 7-€ CYMKU HCU3HU - HeOOHouienHuviM Oemsam. Obpaszey Kposu
(HeckonbKO — Kaneiv) bOepym U3 NAMKU ~ HOBOPOICOEHHO20 HA  CHEYUATIbHBLLL
Guremposanvusiil Onank (kapmouka-gunomp xapma Whatman FTA Card ozs xpanenus
u mpancnopmuposku ouonocuseckoco mamepuanra P3H 2016/4591 om 12 aseycma 2016
200a). Ilpu nomowu gryopecyenmnoeo memooa 8 NAMHAX 6bICYUEHHOU KPOBU NPOGOSIM
onpeoeyieHue YpOo8Hs MOMAIbHOU 2AlAKMO3bl, KOMOPbIL Npeocmasisiem cobou CYMMY
KOHYeHmpayuu  2aiakmosvl U  2eanakmoso-l-¢pocghama). Oyenka  pe3yrbmamos

HeoHamanvHoeo ckpununea va I'AJI npedcmasnenwvt 6 [punoscenuu I'1.

Pexomenayercsi TpoBelcHUE MOATBEpKAaromied auarHoctukun [AJl - Kommiekca
UCCIICNOBAHUM Ul AMAarHOCTHKH TaJlaKTO3EMHM - BCEM MAlMEHTaM NPH BBISBICHUU
YPOBHSI TOTaJbHOW TajakTo3bl BhINIE YpOBHS oTpe3Hoit Touku (cut-off). [8,9,10,11,27,
28].

YpoBens yOeautenabHOCTH pexoMeHaanmid - C  (ypoBeHb JOCTOBEPHOCTH
10KAa3aTeJbCTB — 4)

Kommenrtapmii: IloarBepkjaromias JuarHocTMKa Ha TIEPBOM  dTare  BKIIOYAET
ompenenenue aktuBHocTu (pepmenta IAJIT [8,9,10,11,27, 28]. Ompesnvie mouxu npu
onpeoeneHuu ypoeHs MOMaIbHOU 2aNaKmo3sl 8 pasHvlx cmpanax eapvupyiom om 7 — 20
me/on. B P® nem oOoxymenma, peenameHmupyiouje2o Kpumudeckue 3HA4eHUus 3moco

nokazamens. Kaoxcoas nabopamopus 0014CHA YCMAHOBUMb COLL COOCMBEHHbI pabouull
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ouUanason U nopo2osvlll ypoeensb 2mo2o0 noxazamens. OnpeodeneHue aKmMueHOCMU
Gepmenma I'AJIT nposooumcs 8 s3pumpoyumax, NOIYYEHHbIX U3 2eNAPUHUSUPOBAHHOU
YenbHoU Kposu Uil 6 nAmHAx evicyuiennou Kpoesu. Y nayuenmos ¢ I'AJI |, komopvim
ObLIO  NposedeHo  neperusanue  APUMpOYUMapHou  maccel, akmugnocmv TAJIT
coxpansiemcsi mevenue 4 Mmecayee nocie NepPenuUSAHUs, UMO ABIAEMCS NPUYUHOU
JIOHCHOOMpUYaAmenvHblx — pe3yrbmamos.  Pegepencnvie  snauenuss  onpeoenaiomcs
Habopom npoussooumens [27].

Depmenm I'AJIT cmabunen 8 yeavbHol Kposu, xpanawetics 8 xonoounvHuke (+4 ° C) unu
npu  KOMHAMHOU memnepamype 6 meueHue 2 Hedelb, O0O0HAKO CYWecmeyiom
onpeoesiennvle HYKIeOMuoHble 8apuanmol, 8 mom yucie u eapuarm /Jyapme (p.N314D),
npu HATUYUU KOMOPBIX 00paszyemcsi 6onee mepmonaouibHulil 0e10K No CPAGHEHUIO C
HOpMOU, 4mMO  MOXMCem NpusoOuUmv K  JIOHCHONOJIONCUMENbHbIM — Pe3VIbmamam
mecmuposanus [28].

Cuuxcenue  axmuenocmu ITAJT na <10% om Hopmbl 00bIYHO — ABTAemMCA
OUACHOCMUYECKUM — NPU3HAKOM  Kiaccudeckou —eanakmoszemuu  (Ilpunooicenue I'L).
Axmusnocmo TAJIT nayuenmos ¢ eanakmosemuei [Jyapme (GID) cocmaensem
npumepno 25% om KOHmpoOs, 6 MO 8peMs KAK aKMUBHOCHb 2emepo3ucom OJis
xknaccuuecxkou T'AJI (GIN), comosucom no eapuanmy [Jyapme (D2/D2) unu TI'AJI ¢
sapuanmom LA (DI1/G) cocmaensem npumepno 50% om HOpmanbHOU aKMUEHOCMIU.
LI'emeposucomsr no amnemo [yapme (D2) obviuno obraoarom 75% HopmanvHou
GepmenmamusHol aKmMueHOCMU U He 6ce20d MO2Yym OMAUYAMbCA OM  HOPMANbHBIX
KOHmpoZel uiu Hocumesuel UCKIIOYUMENIbHO HA OCHO8e aKMUBHOCMU (hepmeHma.
Hocumenu eapuanma Jloc-Anooicenec, LA (DI1) obaaoarom pepmenmamusHotl
AKMUBHOCTBIO OM HOPMAILHOU 00 C8EPXHOPMATBHOLL.

s onpeoenenus akmusnocmu ¢pepmenmos I'AJIK u I'AJID ouacnocmuueckue mecm-
cucmemvl He 3ape2UCMPUpPOBAHbl, UX UBMEPEHUEe B03MONCHO 8 YCIO8USAX HAYUHO-
ouacHOCMuYecKux 1abopamoputl.

B ciaydae KDCZZZH@ BbICOKUX 3HAYEHUL 2A/IAKIMO3bl- He Cﬂedyem 0021CUO0aAMbCA pemecmada

Wil noomeepicoarwed OUa2HOCIMUKIY. U _CDA3V OMMEHUMb MOJIOYHble NPOOYKMbL (CM.

pazoen «Jleuenue»)

Pexomenayercss nposenenue noarsepxparomen JIHK-auarHoctukn — (MOJeKyasipHO-
TeHETHYECKOTO MCCIIEeIOBaHNS) BCEM MallMEHTaM CO CHIKEHHOM aKTMBHOCTBIO (pepMeHTa
W/WIA € BBICOKUM YPOBHEM TallakTO3bl C LENbI0 MOJEKYJISPHO-TE€HETHUYECKOTO

noaTBepxaeHus auarnosa [AJI [7, 15].

16



YpoBenn yoOeauTeqabHOCTH pekoMeHaanuidi - C (ypoBeHb [0CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

KommenTapmii: Iloomesepowcoarowas /[HK-ouaenocmuka knaccuuecxou I'AJl exnrouaem
0ea smana: 1) ckpunume na Haubonee uacmeie mymayuu 6 eeme GALT u eapuanm
Llyapme; 2) noauwiii ananuz 2ena mMemooom npsamo2o agmoMamuyecKko2o CeK8eHUPOBaHUsL
051 evlasneHus bonee peokux mymayut. Ha nepeom smane naubonee yenecoobpazno
nposedeHue noucka ciredyrouux mymayuti ¢ eene GALT: p.Glnl188A4rg, p.Lys285Asn,
IVS3-2a->c, p.Metl42Lys, p.Leu358Pro, cocmasnsowue 6 cosoxynnocmu 82,1%
MYMAaHmMHuIX aijenell 6 poccutickou nonynsyuu, u p.Asn314Asp (N314D, eapuanm
Iyapme). Aneopumm ouaenocmuku I'AJI I npeocmasnen 6 [punoscenuu I 1.

Ilpu nanuuuu y pebenxa knunuyeckux nposisieruti I'AJI | ¢ evicokum ypoenem eanaxmosvl
8 Kposu u HopmanavHou axmuenocmoto pepmenma I'AJIT nposooumcs nouck mymayuii 8
eene  GALE, kooupyrwowem gepmenm  ypuounougocgham-earakmoso-4-snumepazy
(I'AJID), onsa uckmovenusn eanakmozemuu Il muna u cena GALK, ons ucknouenusn I'AJT

Pexomenayercss BceM NalMeHTaM C TOJO3PEHHEM Ha TalaKTO3eMHI0O M B Ipoliecce
JTUHAMHAYECKOTO HAONIONCHUS] TPOBOJUTH OOmMK (KIMHUYECKUH) aHalu3 KPOBHU
passepHyThIii [1, 7, 31, 32, 33].

YpoBenb yOemuteJbHOCTH pexkoMeHgaumii - C (ypoBeHb J0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KommenTapuu: necmompss na omcymcmeue cneyuguueckux uzmenenuit, Oowui
(KIuHUYecKull) aHanus Kposu pazeepHymuvlil NPOBOOUMC NAYUEHMAM C 2aiaKkmo3emueli
npu OouazHocmuxe U 6 npoyecce OUHAMUYECKO20 HAONIOO0eHUsl 8 CBA3U C NOBbIULEHHOU
yacmomou  UHQPEKYUOHHBIX — OCH0JCHeHuli. Yacmoma  Koumpons 8  OUHAMUKe

onpeoensiemcs UHOUBUOYAIbHO, He pedce | paza 6 200.

Pexomenayercss BceM TMalMeHTaM C KIMHUYECKOW KApTUHOW  TalaKTO3eMUU
UCCcIe0BaHue 00IIero, OHOXUMHYECKOTO aHanu3a Moun (OOmIHii (KITHHIUYECKUI ) aHATH3 MOYH),
(MUccnenoBanue ypoBHs Kanbllus B Moue, lccrenoBaHue ypoBHS HaTpus B MOYE IIMTPATOB,
OKcaJlaTOB B Moue), a Takxke OrmnpenereHre KOHIEHTPAIlMU BOJOPOAHBIX HOHOB (pH) Mouw,
ynenpHoro Beca Moum (MccrnemoBanme wmoum merogoM 3umuuiikoro (COop mouu ans

J'Ia60paTOpHOFO HUCCJICI0BaHUs], OHpCI[CJ'ICHI/IC o0Bema MOYH, OnpeneﬂeHI/Ie YACIBHOTO BECa
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(OTHOCHTENHHOU TUIOTHOCTH) MOYH)) C IETBI0 OLEHKUA (PYHKIIMOHATHHOTO COCTOSIHHS TOYEK U
OLICHKH PHCKa/CBOEBPEMEHHOM JMArHOCTHKU popMupoBanus koukpementos [30, 31, 48].
YpoBenn yoOeauteqabHOCTH PpekoMenaanuidi - C (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)
KoMmMmenTapuu: y psoa nayuenmos, nonyuarowux ouemomepanuio cCMecamu Ha OCHO8e
cou, Habnooaemcs HapywieHue pabomsl NOYeK, MNOBbIUUEHUE COOEPHCAHUS COTlell

oKkcanlamoe 6 moue.

PexkomeHnayercss BceM NanueHTaM C KIMHAYECKUMU TmposiBiieHUsMH ['AJl nng oueHku
(YHKIIMOHATTLHOTO COCTOSHUSI BHYTPEHHUX OPTaHOB M HYTPHUTHBHOTO CTAaTyca IMAaIMeHTa
aHaAJIN3 KPOBH OMOXUMUYECKHI 00IIeTeparieBTHYECKUI MPU NIEPBUYHON JTUATHOCTHKE U B
mporecce AMHAMUYeCKoTo HabmoaeHus [6, 7, 15, 29-35].

YpoBenb yoOeauteabHOcTH pekoMengauuid - C (YypoBeHb [0CTOBEPHOCTH
A0Ka3aTeJbCTB — b)

KommenTapuu: B neobxooumele nokazamenu OUOXUMUYECKO20 AHATU3A KPOBU 8XOOSM.:
TJIF0KO3a, Oo0mmii Oenmok, OeNKoBbIe (pakiuu (MCCIeNOBaHWE YPOBHA albOyMHHA B
KPOBH, ONpEEICHHE albOyMHH/TIIOOYIUHOBOIO OTHOIIEHUS), OOIIUi, CBOOOTHBIN U
CBSI3aHHBIN ompyOuH B KpOBH, IeI0YHas tdocdarasa, ramMmma-
TIyTaMWITPAHCIICNITHIa3a, KPEaTHHUH, MOYEBHMHA, ajaHmHamMuHOTpaHcdepaza (AJIT),
acnaptatramuHoTpancdepaza (ACT), kanpluii OOIMMH W WOHW3UPOBAHHBIM, HATPHH,
KaJIUid, HeOpraHuueckuii pocdop, xene3o u GeppuTHH.

B cea3u ¢ mem, umo npu nopasxicenuu nevenu Hapyuiaemcs 00MeH IUNUO08 NPOBOOSMCS
makoice UCCe008aHUs YPOBHEU XO0NeCmMePUHd, MpUusIuyepuoos, Iunonpomeudo8 Hu3Kou

U BbICOKOIU NIOMHOCMU (UCCIe008aHUe YPOSHS aunonpomeuros 6 kposu) [50].

PexoMeHayeTcs KOHTPOJb KOarylorpaMmbl (OpHEHTHPOBOUYHOIO HCCIIEOBAHUE CHCTEMBI
reMocTasa) MalueHTaM ¢ KIMHUYecKMMM rpossieHusmu ['AJl  ang ouenku
(bYHKIIMOHAIBHOTO COCTOSIHHSI ICUYCHH U CBEPTHIBAIOIICH CHCTEeMbI KpoBH [6, 15, 29].
YpoBens yOeautenbHOCTH pexkoMeHaanuid - C  (ypoBeHb [JOCTOBEPHOCTH
J10Ka3aTeJbCTB — 5)

Kommenrapumn:  Heobxooumvie noxazamenu  xoacynoepammel: AYTB, MHO,

npompomoOUuUHo8oe 8pems, pubpuHozeH.

PeKOMeH)lyeTCﬂ ONPpCACIICHUC C-pCaKTI/IBHOFO Ocnka B CBIBOPOTKC KpOBH,

MNPOKAJIBIIUTOHWHA, KHCJIOTHO-OCHOBHOI'O COCTOSAHUA MW Ta30B KPOBU IAalUCHTaM C
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KIIMHUYECKUMU TposiBieHussMA ['AJl ¢ 1enbl0 AMarHOCTUKH CENTHYECKUX COCTOSHHMA
[39, 40, 41].

YpoBenb yoOeauteqabHOCTH PpekoMenaanuidi - C (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJbCTB — 5)

Kommenrapuu: cencuc, obycroenrennvii E.COll  ssnsiemes o0num uz uwacmeix u

CEPLE3HLLX OCNOJCHEH U npu cajiaKkmo3semuu.

Pexomenayercas  manMeHTaM € KJIMHMYECKOM ~ KapTUHOM  TaJaKTO3EMUU A
mipdepenunanbHol  auarHoctukun ['AJl onpeneneHune  akTUBHOCTH — anbda-1-
AQHTUTPUIICMHA B KPOBH I MCKIIOUEHUS nedunurta anbda-l-aHTUTpUrcuHa; U anbga-
(derompoTenHa Il MCKIIOUYEHUsI 3a00JIEBaHHM, COMPOBOXKIAIOIIUXCS Tpomdeparuen
JKEITYHBIX TPOTOKOB; MPOBEJICHUE TAaHIACMHON Macc-CIIEKTPOMETPUHU I UCKITIOYCHHS
HapyIIeHHH OOMEHa aMUHOKHUCIIOT, OPraHUYEeCKHX KHUCIIOT M HapYIICHHHA [3-OKHCIeHHS
JKUPHBIX KHUCJIOT; aMMHaKa B IUIa3M€ KPOBH JUISI WCKIIOYCHHS HApPYIICHUW ITMKIIA
MoueBuHbI [2, 41, 42, 51].

YpoBenb yOemuteJbHOCTH pexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommenTapuu: «  3abonesanusm, ¢  KOMOPbIMU — HEOOXOOUMO  NPOBOOUMb
oughgepenyuanbHy0 OUAZHOCMUKY OMHOCAMCAL:

- Oepuyum anvgpa-l-aumumpuncuna (011 ucKkIOUeHUss onpedensemcs anvpa-1-
AHMUMPUNCUH 8 KDOBU)

- 3abo1esanuss U3 2pynnvl HAPYUIeHUs YUKIA MOYEeBUHbl, Yumpyiunemuu 2 muna u
HapyuieHus 8-0KUCIEHUS HCUPHBIX KUCTOM U Op. (011 UCKTIIOYEHUS ONpeOensemcs CReKmp
AMUHOKUCIOM U AUUIKAPHUMUHO8, 4 MAKdce YpoeHs ammuara 6 kpoeu).Cnedyem c
OCIOPOACHOCIBIO OMHOCUMCS K UHIMEPRPemayuu pe3yibmamos aHaiu3a amMmuHoKuciom,
NOCKONIbKY NOBblUEHUE VPOBHS Genunananuna, MuposuHa U MemUOHUHA YACMO
Habnooaemcs npu  3a001e8aAHUAX,  CONPOBONCOAIOUIUXCS  MANCENLIM NOPAANCEHUEM
neyeHu.

- muposunemusi mun 1 (015 ucKmouenuss onpeoensiemcs CYKYUHUIL ayemon 8 Kpoeu u/uiu
Moue)

- 8POJMCOEHHblE HAPYULeHUsT CUHINE3A JHCEYHBIX KUCTOM (01 UCKTIIOUEHUsT ONnpeoeislemcsl
CHeKmp JHCEeNUHbIX KUCIOM 8 MoYe)

- MUMOXOHOpUAaNbHble 2enamonamuu (0N UCKIIOYEHUsT ONpeoensemcs KUCI0mHO-

OCHOBHO€ CcOoCnosHUue, YpOBeHb lakmama 6 Kpoeu)
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- nepokcucomuvie Oone3nu (015l UCKIIOYEHUs. ONPeOeNIOmcs OYeHb ONUHHOYEeNnoYeyHble
JHCUPHBIE KUCTOMbL 8 KPOBU)

- TORCH uHngexyuu u e6upycHvlie ecenamumol (018 UCKIIOYEHUs NPOBOOUMCS
obcredosanue na TORCH ungexyuu u mapkepuvl 6UpyCHbIX 2enamumos)

- NOPOKU UW/UNU AHOMATUY PA3BUMUSL HCETUHOU CUCTeMbl (05 UCKTIOYEHUSL NPOBOOUMCSL
V3U sicenunoeo nysvips Hamowax u Opyeux opeanos OpowHol noiocmu)

- 8POXCOEHHbIe AHOMAIUU NOPMANLHOU cucmemvl (0751 UCKIIOYEHUs NPOBOOUMCS
oonnepoepaghusi NOPMAILHOU CUCTEMDbL)

- HacneocmeeHHvle 3a0071e8aHUs, NPOAGIAIOWUECS XOAeCmaA30M (0N UCKTIOYEeHUs.
NPOBOOAM MONEKYIAPHO-2eHEMUYECKOe UCCIe008aHUEe NO 2eHEMUYECKUM NAHENM).
Buibop uccneoosanuii u ux o0Ovem onpedensiemcs KIUHUYECKOU cumyayuel 6

UHOUBUOYATILHOM NOPsLOKe.

2.4 HNHCTpYMEHTAIbHBIE IMATHOCTHYECKHE MCCIEeIOBAHUS

PexoMenayercsi IpOBEICHHE YIbTPa3BYKOBOE HCCIIEIOBAHHE OPraHOB OPIONTHOM TMOJIOCTH
(KOMILIEKCHOE), YIbTPAa3BYKOBOE HCCIEOBAaHME TIOYEK U HAANOYEYHHKOB BCEM
MalUEeHTaM ¢ KIMHU4YeCKUMH npu3Hakamu ['AJl unum ¢ ycraHoBieHHbIM auarozom ['AJI
P MacCOBOM CKPUHMHIE JUIsSl BBISIBJICHMSI T€MaTo-, CIUIEHO- U HeppoMeraiuu, aciuTa
[1,2,15].

YpoBenb yOemuteqbHOCTH pexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KomMmeHnTapuu: 014 oyenxu Kposomoxka 8 pamkax YIbmpasgyKo8020 UCCIe008AHUS
npoBOOAMCS makdice OONniepocpapus cocyoos neuenu, ceiezeHku, novexk ([yniexchoe
CKAHUpOBaHue cocy0o8 nevenu, J[ynieKcHoe CKAHUpPOBAHUE COCYO08 Cele3eHKU,
Jlynnexcnoe ckanupoganue HUdNCHel NOJOU U NOYEYHLIX 6eH, [[YNIeKcHoe CKaHuposaHue

apmeputi nouex)

Pexkomenayercsi mpoBeeHHE O(PTATBMOCKONMU C WCIOJB30BAaHUEM MIEIEBOM JIAMITBI BCEM
MalyeHTaM C YyCTaHOBJIEHHbIM auarHo3oM ['AJl s BbISIBICHHS KaTapakThl W/WIH
JIPYro# MaToJIOTHH 3PUTEIBHOTO aHanu3atopa [1,2].

YpoBenb yoOeaureqbHOCTH pekoMengauuid - C  (YypoBeHb [0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

KommenrTapun: Kamapaxma  nosaeisemcsi 'y  nayueHmog, He  NOAYHAIOUWUX
ouemomepanuio 8 nepavle Heoeau HCU3HU, KaK NPaguilo, OHa Modxcem Obimb 0OHapyHCeHa

MOJIbKO npu ocmompe ¢ NOMOWbto We]lBGOZZ Jamnbl.
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2.5 Uuble JAUATHOCTHYCCKHUEC UCCIICAOBAHUSA

Pexomenayercst KOHCY/IBTAIUS Bpada- TCHETHUKA (MIEPBUYHBIC U MMOBTOPHBIC 11O MTOKA3AHUSIM)
MaIeHTaM ¢ YCTaHOBJIEHHBIM 1uarHo3oM ['AJl ¢ menpio KoHCymbTHpoBaHUS (cOOp
aHaMHE3a ® JKaJlo0; COCTaBJICHHWE POJOCIOBHOW; BHU3YaIbHOE WCCIEAOBAHUE C
MPOBEACHUEM aHTPOIIOMETPUH: HW3MEPEHHE pOCTa, BeCa, OKPYKHOCTH TOJIOBBHI),
HA3HAYEHUS M KOPPEKIUH TUETOTEPAINU, OCYIIECTBICHUS KOHTPOJIS 32 aJeKBAaTHOCTHIO
ee BhImoJiHeHus [15].

YpoBenb yOenuTeabHOcTH pexoMengamuii - C  (YpoBeHb [0CTOBEPHOCTH
I0KAa3aTeJbCTB — 5)

KommenTapuu: koucynomayusi no 8ompocam RUMAanus NPOBOOUMCSA  8pAYOM-
OUEMON020M NPU OOCMYNHOCIU OAHHO20 cneyuanucma. Takdice 8 CIyyasx KIUHU4eCcKux u
1aOOpamopHbIX OAHHBIX, YKA3bI6AOWUX HA 3a00Ne6anue u/uiu nocie MNoJy4eHus:
PE3YIbMamos  MAacco8020 CKPUHUHZA, CBUOEMENbCMBYIOWUX O 2ANAKMO3eMUU,
HA3HAYUMb OUeMOmepanuio OOIHCEH 8PAY-HEOHAMON02 Ul 8pay-neouamp/epad oowetl

NPAaKmuKu (cemeunslil 6pay).

PexomeHnayercsi KOHCYIbTallMsi Bpada-oQranbmosiora, (MEepBUYHbIE M TMOBTOPHBIC IO
MOKa3aHWsAM) TIAIMEHTaM C YCTAaHOBJICHHBIM jguarHozoM [AJl w mnpu Hamudum
KIMHUYECKUX CHUMITOMOB, yKa3biBaromux Ha ['AJl, ¢ 1enpio BBISBICHHS HapylICHHUH
3pCHUS M BISBICHUS KaTapakThl [7].

YpoBenb yOeaureqbHOcTH pexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

Pexomenayercsi KOHCYNbTalls Bpada-HeBpojora, (NEpBUYHbIE W TOBTOPHBIE IO
MOKa3aHUSIM) C LEJIbIO BBISIBICHUS HApYIICHUs (PYHKIMI HEPBHOW CUCTEMBI MAIMEHTaM C
ycTaHOBJeHHBbIM auarHozoM ['AJl u mnpu HaIWYMM KIMHUYECKUX CHUMIITOMOB,
ykaspiBaronux Ha ['AJl, a Takke KOPPEKIIMK U KOHTPOJIs Tepanuu [7].

YpoBenb yoOeaureqbHOCTH pekoMengaumid - C  (YypoBeHb [0CTOBEPHOCTH

J10Ka3aTeJbCTB — 5)

PexoMeHayeTcs1 KOHCYyJbTallMsl Bpaua-lieguarpa/Bpada-TepaneBTa/Bpaya oOIed MpaKTUKH
(cemeitHoro Bpaua) (NEpBHUYHBIE M MOBTOpPHBIE IO MoKa3zaHWsAM) namuentam c¢ ['AJL, ¢
LEJIbI0 OLEHKH OOIIEro COCTOSIHUSA, HYTPUTHUBHOTO CTaTyca M JUArHOCTHKH/Teparnuu
OCJIOKHEHUH, B T.4. MH(PEKIIMOHHBIX, NAllUEHTaM C YCTaHOBJIEHHbIM auarto3oM ['AJl u

NpY HAJTMYMK KIMHHYECKUX CUMIITTOMOB, yKa3biBatomux Ha ["AJI [15].
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YpoBenb yoOeauteabHOCTH pekoMmenaanuii - C  (YpoBeHb [10CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

PexomeHnayeTcsi KOHCYJIbTAllMsl Bpadya-racTpOdHTEposiora (IMEPBUYHBIE W TOBTOPHBIC IO
MOKa3aHUsIM) TMAIMEHTaM C YCTaHOBJCHHBIM jauarHozoM [AJl u mnpu Hamuuuu
KJIMHUYECKUX CHUMIITOMOB, YyKa3biBalomuxXx Ha ['AJI, ¢ 1enbl0 BBISBICHHUS HApyLICHUS
GYHKIMN )KETyI0YHO-KUIIIEYHOTO TpakTa [43, 44].

YpoBeHb yoenutedbHOCTH pexkoMeHaanumii - C (YypoBeHb /I0CTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

PexoMengoBaHa KOHCyJabTallus Bpada - Jauerojiora (TIEpBUYHBIE W TIOBTOPHBIE TIO
MOKa3aHUsAM) TAIMEHTaM C YCTAaHOBJEHHBIM muarHo3oMm ['AJl wim ¢ KIMHHUYECKUMH
npusHakamu ['AJ] 11 HazHAUEHUS ¥ KOpPEKIuK quetoTepanuu [15, 29].

YpoBenb yoOeauteabHocTH pekoMmengauuid - C (YpoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KommenTapuu: 6 cnyuae omcymcemsus epaua-ouemonoca, modxcem Oblmb NposedeHd
KOHCYTbmayusi epava-zenemuxa. lakdce 8 CHyyasx KIUHUYECKUX U J1aOOpamopHbix
OGHHBIX, YKa3blalOWUx Ha 3abonesanue U/UIU NOCIe NOAYYEHUs pe3yIbmamos
MAcco8020  CKpUHUH2d,  CBUOEeMEeNbCMEVIOWUX O  2alaKmMO3eMuu,  HA3HAYUMb

ouemomepanuio 00IHCeH 8PaA4-HEeOHAMOI02 UL 8pa4-neouamp.

Pexomenayercsi ydacTue B JIMarHOCTUKE W BEACHHM MAIMEHTOB C TaJaKTO3eMHUEH
MYJIbTHANCIMIUIMHAPHON KOMaH/bI CIICIHAINCTOB B CBS3H C HAIMYMEM Pa3HOOOpa3HbIX
KIMHUYECKUX MPOSBICHUI ranaktozemun [45].

YpoBenb yoOeaureqbHOCTH pekoMenganuid - C  (YpoBeHb [0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 4)

Kommentapumn: moeym  Obimb  HeoOXoOuMvl — KOHCYIbmayus/éedenue  epaya-
Heghponoea/spaya-yponoza/8paua-yponoca-anopoioea  0emcKkoeo npu  06paz08aHuu
OKCANAMHBIX MOYEBbIX KOHKPEMEHMO8 C Yelblo Mmepanuu OaHHO20 COCMOAHUS, 8payd-
UHeKYUOHUCma,  8paAYaA-aHeCme3uoi02a-peaHumMamonced,  8paia-  KIUHUYECKO20
papmaxonoea npu HAIUYUU UHQEKYUOHHBIX, 8 M.4., CENMUYECKUX OCIONCHEHUL, 8paid-
9HOOKPUHON02A/8PAYA-0EMCKO20  IHOOKPUHOI024/8PAYA-AKYULEPA-CUHEKON02d — NpU
Hapyulenuy QYHKYUOHUPOBAHUS HCEHCKOU PenpoOVKMUGHOU CUCEMbl, MEOUYUHCKO2O

ncuxojnoea, no2oneda u dp 8 3a8UCUMOCINU OM KTUHUYECKOU cumyayuu.
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2.6 IndydepennuaibHasg TMATHOCTHKA

PexomMeHnaoBaHo TmanueHTaM C  KIMHHYeckuMu cumnromamu  ['AJl  mpoBeneHue
mipdepeHInaTbHOM  JUATHOCTHKH ¢ 3a00JICBAaHUSMH, HMCIOIIUMH  CXOXKYIO
CUMITOMATUKY C IEJbI0 YCTAHOBJICHHS IUArHo3a W HAa3HAYCHHUS COOTBETCTBYIOIICH
teparuu [41].

YpoBenb yOenuTeabHOcTH pexoMengamuii - C (YpoBeHb [0CTOBEPHOCTH
J0KAa3aTeJbCTB — 5)
Kommenrtapuu: /Jughgepenyuanvrasn ouacnocmurxa npogooumcs c:

O 0O0Ne3HAMU, CONPOBONCOAIOWUMUCS XOLECMA30M U/UNU  YeeludyeHueM nedeHu
(cenamum, CUHOPOM Anadxcunw,; npocpeccupyiouull cemeunbll
BHYMPUNEYEHOUHbII X0ecmas 4-x munos, HeOHaAMAbHblL 2eMOXPOMAmos,
HapyueHus YUKkia Mo4esuHsl, MUMOXOHOPUATIbHbLIE 2eNAmMOonamuu, HeOHamaabHAas
B0IUAHKA,  BDONCOEHHble — HAPYWEHUS  2AUKO3UIUpo8anus, oOeguyum  ol—
anmumpuncura, muposunemus mun I, 6onrezno Humana-Iluxka mun C, b6one3nvio
Bonvmana, oepuyumom yumpuna, neueHouHass 2eMaHeUOIHOOMENUOMAa u op.);

O  BDOJNCOCHHLIMU  NOPOKAMU U  AHOMANUAMU — HCENYeBblBOOAUell  CUCTNEeMbl
(bunuapuas ampesus,, KUCma xoueooxa u op)

O  BDOJNCOCHHLIMU AHOMANUAMU HNOPMANLHOU CUCEMbl (OMKPLIMbIU  apaHyues
NPOMOK, NOPMOKABANbHBIU WLYHM - MeHCOY BOPOMHOU 8EHOU U HUNCHEl NOLoU
BEHOI, 2UNONIA3USL BHYMPUNEUEHOUHOU NHOPMATILHOL 8EeHbl)

O MPAH3UMOPHOU 2unepearaKkmoszemueti, Komopas ommedaemcsi npu no30HeM
3aKpvimuu 8eHo3Ho020 npomoka (Ductus venosus) u ucuezaem 6 meuenue 2-3-5
Mecayes nocie e20 3aKpblmus, a makdce y 2emepo3ucOmHulX Hocumerel

madicoprvix mymayuii 6 2cenax GALT u GALE.

3. JleueHHe, BKJIOYAS MeTMKAMEHTO3HYI0O U HEMeIUKAMEHTO3HYI0 Tepanuu,
AMETOTEepanuIo, 00e300/J1uBaHNe, MeIUIMHCKUE TOKA3aHUA U

MNPOTUBONOKA3AHUA K IPUMECHCHUIO METOAOB JICUCHUA

3.1 KoncepBaTuBHOE JIeUEeHHE

PeKOMeH)IyeTCﬂ npru HNOAO3pCHHUM Ha T'AJI Yy MIIaJIcHOa Ha OCHOBAHUH KJIMHHAYECKOM
KapTUHBI WJIM OaHHBIX HCOHATAJHLHOI'0 CKPHMHHWHIa HEMEIJICHHO HepeﬁTH Ha OJUCTY C

HUCKIIIOYCHHUEM T'aJIaKTO3bI U JIAKTO3bI (Haan/IMep, Ha OCHOBC COH, THAPOJIN3aTa Ka3CuHa
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WM DJIEMEHTAPHON CMECH), He JIOXKHIAsICh TTOATBEPKACHUS JHAarHO3a C IEIbI0 CHUKECHUS
00pa3oBaHus TOKCHYeCKuX meradonutoB [1, 7, 13].

YpoBenb yOenuTeabHOCTH pexoMengamuii - C (YpoBeHb [0CTOBEPHOCTH
JI0KAa3aTeJbCTB — 5)

Kommenrtapuu: /lpunoowcenue A3.1 — nepeuenv 6e31aKmo3HbIX cmecell, 8KIIOYEHHbIX 8
Pacnopsocenue Ilpasumenvcmea P® om 7 Odekaopa 2020 2. Ne 3242-p «O6
ymeepicOeHuy nepeuns CHeyualu3upo8anHblx NPOOYKMO8 Ne4eOH020 NUMaHus O

oemeu-uneanuoos Ha 2021 2».

Pexomenayercsi STUMUHAIMOHHAS JUETA, IPEIyCMaTPUBAIOIIAs MMOKH3HEHHOE MCKITFOUCHUE
W3 paluoHa TPOJYKTOB M JIEKAPCTBEHHBIX MPENaparoB, COJCPXKAIIUX TallaKTO3y H
JIAKTO3Y, BCEM MAalMEHTaM C TIOJTBEPXKJAECHHBIM nuarHo3om kiaccudeckas ['AJl | u [AJI
Il Bcex BO3pacToB, C 1eIbI0 CHUKEHUS 00pa30BaHust TOKCHYHBIX MeTabomToB [1,13, 46].
YpoBenb yoOeauteabHocTH pekoMmengauuid - C (YpoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KoMMeHTapuu: Heob6xo0umo noiHocmvio UCKIIOUUMb U3 PAYUOHA NAYUueHma aoootl U0
MOJIOKA (8 MOM YUCTIe HCEHCKOoe, KOPOosbe, KO3be, 0encKue MOI0YHble cMecu U 0p.) U 8ce
MOJNIOUHbIe U KUCTIOMOJIOYHbIe NPOOYKMbl, 8 COCMA8 KOMOPbIX 6X00Um MOJOKO (X1eo,
8bINEYKd, COCUCKU, KONIOACYL, Kapameib, C1a00CmuU, MapeapuHsl u m.n.). 3anpewjaemcs
makoice UCNOIb308AHUE HUSKOJIAKMO3HBIX cMecell U MOIOKA.

P50 npooykmoe pacmumenvroco npoucxodicoerus (00608vle, cosi (HO He U30JAM COEB020
benxa), Kakao, WOKoNAo, opexu, WNUHAN) COOePAUCUM OAUSOCAXAPUOLL - 2ANAKMO3UOLL
(pagppunosy,  cmaxuosy),  HCUBOMHO2O  NPOUCXONHCOEHUS  (CYONpoOyKmvl) -
2/IUKONPOMEUHbl, KOMOpble AGNAI0MCA NOMEHYUATLHBIMU UCTNOYHUKAMU 2A/IAKINO3bL (CM.
Ipunooscenue I'5.), nosmomy OHU UCKTIOYAIOMCS U3 NUMAHUS NAYUEHMOE OemCKO20
803pacma u 02paHuyUBaArOMcsl 8 NUMAHUU 83POCTbIX NAYUEHNOB.

B nacmoawee 6pemsa  Ouema ¢ = MAKCUMAIbHO — CMPO2UM  UCKIIOYEHUEM
2a1aKmo3vl/1aKmo3bl  — MO  eOUHCMBEHHbIUL CNOCOO  COKpamums  HAKONIEHUe
MOKCUYHO20 KOMNOHEeHMA - 2anakmo30-1-¢hocpama 6 mxkansax nayuenma c kraccuieckou
2anakmosemuell U 2alaKmumona y nayueHmos c¢ Oeguyumom eanakmoxunasvl. Ilpu
JlecKOM medeHuu 2anakmozemuu, ooOycnosnennou oeguyumom YVID-3, 603m04cHO
UCNONb308AHUE  HUZKO2ANAKMO3HOU Ouemvl 8 COOMBEmMCmeUU ¢  OONYCMUMbIMU
KOIUYeCcmeamu 2aiaKmo3bvl 8 payuone nod KOHMpoiem ee YyPOBHs 8 Cbl@OPOMKe KPOSU.
Ilpu cocmasnenuu neuebOHbIX pAYUOHO8 0N NAYUEHMOS C 2aNaKmosemueli KOIu4ecmeo

OCHOBHbIX NUUEBbIX eeuecme U IHepcuu O0JIJCHO COOMBEMCME08ANMb peKOMeHayeMblM
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@uzuonocuveckum Hopmam nompebnenus. B numanuu Oemeii nepeoco 200a HCU3HU
MamepuHcKkoe MONOKO U/Uiu OemcKue MONOYHble CMeCU OOJIHCHbL OblMb 3aMeHeHbl
a0anmuposanHulMU NO cocmagy 6e31aKkmo3HbiMu gopmyramu. [na ieuenus nayueHmos
¢ T'AJI ucnonvsyromesa cneyuanu3zupo8anHsvlie cMecu HA OCHOBE U30IAMA COeB020 OenKa
UTU  BbICOKOSUOPONUZOBAHHBIX MONOYHBIX 0Oenxkos. Takoce uUCnonb3ylomcs cmecu Ha
OCHOBE CUHMEMUYECKUX AaMUHOKUCIOM U Oe31aKmo3Hble KA3eUHNPeOOMUHAHMHbIE
MOJNOUHblEe CMECU.

Pexomenoyemcsa neuumv nayuenmos ¢ I'AJI |, I, ¢ nomowwiro noscusnennoii ouemul ¢
O2paHUdeHueM COOEPHCAHUsL 2ANIAKMO3bl, KOMOPAs. UCKI0YAem MOAbKO UCHMOYHUKU
JIGKMO3bl U 2ANAKMO3bl U3 MOJIOYHBIX NPOOYKMOS, HO NO380IAEH NOIVYAMb 2ANAKMO3Y U3
HEMOJIOUHBIX UCOYHUKOS, KOMOPble COOEPHCAN MUHUMATbHOE KOAUYECBO 2ANaAKMO3bl
8 payuone. B pamxax smoeo onpedenenus mvl npunumaem, ymo HeboIbUL0e KOIUYECHEO
2a1aKmMOo3bl NPUCYMCMBYEm 8 ONPedesieHHbIX 3PeblX Cblpax U Kazeunamax. B nacmoswee
gpemsi  Hem  OOCMAMOYHBIX  OOKA3AMENbCME,  NOOMBEPHCOAIOUUX — KOHKDEMHYIO
B03PACMHYIO0 PEKOMEHOAYUI) OMHOCUMENbHO KOIUYeCmea 2ailaKkmosbl, Pa3peuleHHo20 8
payuone.

Ilepeuenv npooykmos, codepicawjux 2aiakmosudvl u bozcamoie IUKONPOMEUdamMu — 8

Ipunoscenuu A3.2

PexoMeHIyeTcs1 UCIIOJIB30BATh CMECH Ha OCHOBE M30JIsiTa COeBOro Oenka manueHTam ¢ ['AJl
0e3 prcKa aJNIeprUYeCcKUX PEaKInid, B Ka4eCTBE JICYEOHOTO MPOAYKTA C IENBI0 CHIDKCHUS
00pa3oBaHus TOKCHYHBIX MeTabouToB [1,3,4].

YpoBenb yOemuteJbHOCTH pexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 4)

KomMmeHTapum: npu ucnonv3osanuu coeevix cmecell 6 NUMAHUU CPYOHbIX Oemell
B03MOJICHO NOSIBNICHUE AIePSULEeCKUX PeaKyuil Ha OelloK cou.

B maxkux criyuasx yenecoobpasno naznauams cmecu Ha 0CHOBE 8blCOKOSUOPOIUZ0BAHHBIX
MONOYHBIX 0enko8. B 3asucumocmu om cocmosinusi pebeHKa 603MONCHO COHEMAHHOE
NPUMEHEHUe COeBOU CMeCU U CMeCU HA OCHOGe 2UOPOIU3AMA KA3EUHA 6 COOMHOULeHUU
1:1. B cayuae cowemannoul annepeuu Kk coe u O€jKy Kopogbeco MOI0KA, PEKOMEHOOBAHO
npuMeHeHue — cmecell  HA  OCHOGe  AMUHOKUciom.  Bo3mooicno — npumenenue

KCZ3€MHI’lp€00MUHCZHWZHblx 0e31aKMO3HbIX MOJIOYHBIX CMeCell.
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He pexomeHnayeTcsi IpUMEHSTH OC3JIaKTO3HBIE MOJIOYHBIE CMECH C IIpeo0iaJaHueM
chIBOpOTOUHBIX OenkoB (60% u Gonee) mammentam ¢ ['AJl, ¢ menpio mpeaoTBpaIICHUS
MOCTYIUICHUS TaIaKTO3bI B opranusm [1,3,4].

YpoBeHb y0enutedbHOCTH pexkoMeHaanumii - C (YpoBeHb /I0CTOBEPHOCTH
J0KA3aTeJNBCTB — 5)
KomMmeHTapum: ykasannvie cmecu Mo2ym —cooepicams — Cledogvle  KOIUYeCHmed

2ajaKkmoa3sbsl.

Pexomenayercsi cTporo 0e3akTo3HBIE POAYKTHI IPUKOPMa W MOXHU3HEHHAs! O€3JIaKTO3HAas
nvera manueHTtam c kiaccudecko I'AJI |, ¢ menbro mpenoTBparieHusi MOCTYIICHUS
rajgakto3sl B opranusm [1,3,4,13].

YpoBenb yoOeauteabHocTH pekomengauuid - C (YpoBeHb 10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KoMmmenTapuu: nepswiii npuxopm 66ooumcsi 8 nepuod, Hadyunas om 4 00 6 mecsayes
JocusHu. B numanuu ucnonvzyromcs moavko 60e3MoONOuHble NpoOyKmuvl U 6a100a
npukopma: 6e3mMoNounble Kauiu, a makdce 08oujHoe, MACHoe u pykmoegoe niope. Bce
MOJI0UHble NPOOYKMbL, BKIIOYAS YEIbHOE KOPO8be MOJIOKO, KUCIOMONOYHbIE NPOOVKMUbL,
meopoe, 3anpewaromcs K UCHoIb308anuio y nayuenmos ¢ I'AJIL.

Buo nepsozo npuxopma onpeodensemcsa cocmosanuem #ceny00yHO-KUUEeUH020 mMpaKma u
HYMPUMUBHBLIM CIAmMYCcoM pedenKka. Imo modcem Obimb 080ujHOe niope Ol 0emcKo20
numanusi 06e3 0obasieHus MonoKa (U He umerwux 6 cocmase 00008blX) UIU
be3mMonounble Kawiu HA OCHO8e KYKVPY3HOU, DUCOBOU UNU 2PeuHe8ol MYKU, O
paseedenuss KOmMopvblX HeoOX00UMO UCHONb308AMb MY CHEYUATUIUPOBAHHYIO CMECh,
Komopyw noiyiaem pebeHok. MAacHou npuxopm 6600sam 6 numanue ¢ 6 Mecayes.
Ipeumywecmeo omoarom cneyuanu3UPOBAHHLIM — OEMCKUM — MSACHbIM — KOHCEP8AM
NPOMBIUIEHHO20 ~BbINYCKA, HE COO0epIHCcAuM MONOKA U €20 HNPOU3BOOHBIX U
CyonpooyKkmos (Ha oCHoGe MACA KPOIUKa, YblnieHka, unoetxu u op.) Ilpumepmvie cpoxu
88e0eHUs NPUKOpMA Oemsam nepeozo 200a xcuzuu ¢ 1'AJI npusedensvt 6 [lpunoscenuu 4.
V nayuenmoe ¢ GD axmusnocmv I'AJIT cocmasnsiem 15-25% om nopmanvhou u
00blyHO  npomexaem  beccumnmomuo.  Mnadenyvr ¢ GD,  cobawoarowue
2a1aKmo30co0epacawyio ouemy (Hanpumep, 2pyoHoe MOIOKO UIU O0ObIYHYIO CMeCh),
umerom nogviuiennvie ypoenu Gal-1-P 6 sapumpoyumax. Imu duoxumuyeckue HapyuieHus
HOpMAnUu3ylomcs. Ha Oueme C  O2PAHUYEHUEeM  JIAKmMOo3bl;, OOHAKO  Oadxce  Npu
He02PaHU4eHHOM NUMAHUU YPOSHU ODbIYHO HOPMANU3YIOMCA 6 meueHue nepeozo 200a

HCU3HU. Hecmompﬂ Ha Ouoxumuyeckue OMKIIOHEHUA, nayuennvl He nojydasuiue
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He

anumurayuonuyro ouemomepanuto ¢ GD- ne npodemoncmpuposanu nedraconpusmuuix
KAUHUYECKUX UCX0008 B0 6CeX UCCNe008AHUSIX, NPOBEOCHHbIX HA Ce20OHAUWHUL OeHb.
Ilocneonue rknunuueckue pexkomenoayuu no eedenuto nayuenmog ¢ 1AJI He
pexkomenoyrom JaedeHue nayuenmog ¢ eapuanmom GD, oOmaxo npu noseéieHuu
KAUHUYECKUX CUMNMOMOS8, VKA3bl8AIOWUX HA NOpAdCeHue nedeHu UIU Npu BblCOKUX
VPOBHSX MOMANbHOU 2a1aKmMo3bl npesviuiarowue 20 me/% modxcno paccmompems 80npoc
00 o2panudenuu NOCMynieHUs J1aKkmo3uvl ¢ NUWYEL.

Ilpumephnvie cpoku 66edeHuss u NPOOYKMbvl NPUKOPMA HAYUEHMAM C 2alaKkmo3emuell

npeocmasnensvl 6 Ipunosxcenuu A3.3

peKOMeHIyeTcsl  TNPUMCHCHHE  JICKApCTBEHHBIX  IpErapaTtoB,  COJEPKAIIMX
JIaKTO3y/TajakTo3y, a TaKkkKe TOMEOMATHYECKUX MPErnapaToB, HACTOCK M CIUPTOBBIX
JICKapCTBEHHBIX (OpM MalpeHTaM JI0O0Oro BO3pacTa, C MLENbI0 MPEIOTBPAIICHHS
HAKOTUICHUS rajlakTo3bl U ee MeTaboauTos [1,3,4].
YpoBenb yoOeauteabHocTH pekomengauuid - C (YpoBeHb 10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)
KoMMeHTapum: 1axmosa Hepeoko uUcnonvb3yemcs 6 Kauecmee GCHOMO2AMENbHO20
geujecmea 6 20MEONAmuYecKuUx AeKapPCMEEeHHbIX Cpeocmeax. Dmanoni mopmosum

INIUMUHAYUIO cAJIAKMO3bl U3 NEeYEHU.

Pexomenayercsi Bkitouarh B pamvioH npu ['AJl | mroboe konmdectBO M BUA (DPYKTOB,

oBoIIIEH, 6000BBIX, HE(hEPMEHTUPOBAHHBIX MTPOIYKTOB HA OCHOBE COM, 3PEJbIX CHIPOB (C
cojaepx)anueM rajgakto3bl <25 mr/100 1) u nuIeBsIx 700aBOK ¢ COJCp)KaHUEM Ka3enuHaTa
HaTpus i Kaneius [1,3,4,13].

YpoBenb yoOeaureqbHOCTH pekoMengauuid - C  (YpoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KommenTapuu: xoms ece npodykmel Ha OCHO8e (hepMeHMUPOBAHHOU COU COOepHCam
bonbule 2anakmosvl, OHU MO2Ym OblMb pa3peuieHbl 6 HeOONbUUX KOIUYecmeax, 6

payuone y demel cmapute 1 2ooa.

PeKOMeH}lyeTCﬂ Ha3HAYCHUC JUCTBI C OTPAHUYCHHEM raJIakTo3b1/TaKTO3bI nmanmueHram ¢

reHepajusoBannoii ¢opmoii I'AJI 11l ¢ nenbio npenoTBpaleHUs] MOCTYIJICHUS
rajJlakTo3bl B  OpraHu3M, 3@ MHCKJIIOUYEHHEM MNAINHMEHTOB ¢ IPOMEKYTOYHOM
(no06poxavecTBeHHOIT) popmoii 6o1e3nn [20].

YpoBenb yoOeauteqbHOCTH pekoMengauuid - C  (YypoBeHb [10CTOBEPHOCTH

0KA3aTeJbCTB — 5)
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Kommenrtapuu: Ilayuenmam ¢ smou ¢popmoti I'AJI mpebytomes nocmynienue cied0o8bix
KOUYeCme 2aiaKkmo3vl ¢ nuujell: Miadenyes ciedyem KOPMumv cmecvlo (Hanpumep,
COeBOUl  CMecblo), KOmopas cooepicum Heboabuoe KOIU4ecmeo 2aiaKkmosvl Ul
Jnakmo3vl. B mo epema kax HeobXo0umo Ouemuueckoe O2paHUYeHUe MOLOYHBIX
NPOOYKMOB C BbICOKUM COOEPAHCAHUEM 2aNAKMO3bl, He Ccledyem O02paHudu8ams
HeMOJIOUHble UCTOYHUKU 2anakmo3ssl (00008ble, HeKomopvle @QpPYKmvl U 080WjU,
cyonpodykmul). Pexomendyemcs nocmosiHnoe Ouemuueckoe 02paHuyeHue MOLOYHbIX

NPOOYKMOo8 y demell cmapuie2o 03pacma.

Pexomenayercsi uHQY3MOHHAs Tepamusl TMAlMEHTaM, HAXOAANIMMCS B  COCTOSHUH
MeTabOJIMYEeCKOTO KpW3a, C MEeNbI0 KOPPEKIHH BOIHO-3JEKTPOJIUTHOTO OayiaHca,
MOJUIEPXKAHUST HOPMAJILHOTO YPOBHSI TJIFOKO3bI B KPOBH, JICYCHUS TEMOCTA3UO0IOT MIECKUX
HapYIICHUH, BOCCTAHOBIICHUsI (PYHKIIMI TedeHu u movek [1,3,4, 29].

YpoBenb yoOeauteabHocTH pekoMmengauuid - C (YpoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KommenTapuu: nokasanuem K uUH@Y3UOHHOU mepanuu A6IAIOMCA  SUNOSTUKEMUS],
2UNOBONEMUSL, 2UNOKOAZYNAYUs, NAOOPAMOPHLIE NPUSHAKU NEYEHOYHOU U NOYeUHOuU

Hedocmamoqnocmu, Heo0oCmamo4HoCmb RUMAHUSL.

Pexomenayercsi aHTHOaKTepualbHAsh Tepamus B COOTBETCTBHM C JAHHBIMH IO
YYBCTBUTEIHHOCTH/PE3UCTCHTHOCTH MUKPOOPTAaHU3MOB W/HIIM  YyBCTBUTEIHHOCTBIO
BBIJICJICHHOW MHKpPOQIIOPHI MMAllMEHTaM, HWMEIOIUM oO4Yard HHQEKIUUH C [ENbIo
[IPEIOTBPAILECHHs PacpPOCTpaHeHHs HH(EKIMK U pa3BuTUs cemncuca [1,3,7].

YpoBenb yOemuteqbHOCTH pexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KomMeHnTapuu: coenacro pekomeHoayusim no cencucy

PexoMeHayeTcsi TpweM B BO3PACTHBIX  JIO3UPOBKAaX  IPENapaTtoB  KalbIMs U
Konexkanbuudepona** (kox ATX A11CC), He comepKaluX JTaKTO3y BCEM MAIUEHTaM C
I'AJI crapmie 1 rona, ¢ uensto mpodunakTuku aeunura BuramuHa D u 3a0oneBaHuid,
CBSI3aHHBIX C €r0 HE0CTATOUHOCTHIO [1, 14].

YpoBenb yoOeaurTeabHOCTHM pekoMenganmid - C  (YypoBeHb [10CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Kommenrapumu: y nayuenmog ¢ I'AJI nabnrodaemces crudicenue MUHepaiu3ayuu KOCmHou
MKAHU NpU OMCYMCMEUU npuema npenapamos Kaivyus u Kosekanvyugepora™* (koo

ATX AlICC), umo wuacmo npuooum K pa3euUmMuio pPAaHHe20 OCMeonoposa U
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NOBLIWEHHOMY — DUCKY — nepenomos  kocmel. Ilpenapamuvl  kanvyus  (Karbyus
enuyepogpocham, kanoyus enoxonam™>* (ko0 ATX AI2AA)), u rorexarvyugepona™*
(makoce — mocym — HA3HAUAMbCA — KOMOUHUpogaHmvlie  npenapamul  (Kanvyus
kapbonam+Konekanvyugepon)) nazwauaiomes nayuenmam nocie 1 2oda odacuznu, Ha

¢0H€ AJAUMUHAYUU CM€C€ZZ, ABNAIOUWUXCA OCHOBHbIM UCMOYHUKAM KAlbYusd U eumamuHa

D.

Pexomenayercsi B CiTydae BBISIBJICHHOTO THIIEPTOHAIOTPOITHOTO TUIIOTOHAIN3MA Y JCBOYCK C
OTCYTCTBHEM BTOPHUYHBIX ITOJIOBBIX MTPU3HAKOB IS HHUIMAIIMY ITyOepTaTa UCIOoJIb30BaTh
mpemapaTsl  MPUPOAHBIX M TIOJYCHHTCTHYECKHUX OICTPOTCHOB  (H#ACTpamuionn WM
#3cTpaarosa BajaepaT) B BUE MEPOPATBbHBIX WU TpaHcaepMaibHbIx hopm [38,15, 7, 52].
YpoBenb yoOeauteabHocTH pekomengauuid - C (YpoBeHb 10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KommenTapuu: sospacm unuyuayuu nybepmama 3agucum om MHO2UX akmopos. B
nepeyo ouepedb HeoOX00UMO OUACHOCMUPOBAMb SUNEP2OHAOOMPONHBIL 2UNO2OHAOUZM
Ha OCHOBAHUU OMCYMCMBUS BMOPUYHLIX HOJOBLIX NPUSHAKO8 6 COYemAaHuu C
nosvluleHueM YPOsHs (OITUKYIOCMUMYTUPYIOUe20 20PMOHA 8 Kposu. Bo-emopuix, cpoku
Hawana mepanuu 3CMpoSeHamu 3a8Ucam Om COOMHOULeHUs. pocma, NPONopyuLl mena u
kocmuozo eospacma. CpedHutl 6o3pacm urHuyuayuu mepanuu cocmaensem 11-13 nem.
Hnuyuayus nybepmama nposooumcs 8pavyamu-3HOOKPUHONO2AMU UW/ULU  8PAYAMU-
aKyuepamu-eUHeKo02amy no cxeme U3N0NCEHHOU 8 KIUHUYEeCKUX DPeKOMEHOayusx no

3adepofc1<e noJjioeoco paseumusl u ZL{I/IOZOHGOMB’M)/.

Pexomenayercsi mpoBeleHUE 3aMECTUTENILHOM TOPMOHANBHOM Tepamuu IpenapaTaMu
rpynmbl [Iporectarensl U 3CTpOreHsl B KOMOMHAIMU (KOMOMHUPOBAHHBIMHU 3CTPOTEH-
reCTareHHbIMHU MpenapaTaMu), COJCPIKAIIUMUA ECTECTBEHHBIC SCTPOTCHBI, MAIllHeHTaM
KEHCKOT0 TOoJjla C rajlakTo3eMueld IMpU HEe0OXOIUMOCTH, COTJIACHO OOIIMM MPHHIIUIIAM
3aMECTUTEIbHON Tepamuyd MPU MEPBHUYHOM THUIEPrOHAJIOTPONHOM THIOTOHATU3ME C
nedeOHOM 1enbl0 (COTJacHO KIMHUYECKUM PEeKOMEHIAlMSIM MO 3aJep>KKe TOJIOBOTO
pa3BUTHsA U TUIOrOHaIu3My) [38,15,7, 52].

YpoBenb yoOeaureqbHOCTH pekoMengauuid - C  (YypoBeHb [0CTOBEPHOCTH
J10KA3aTeJbCTB — D)

KommenTapuu: npunyuns unuyuayuu nydepmama u npogeoeHus 3amMecmumenbHoll
2opMoHanvHOU mepanuu y oesoyek ¢ I'AJl me omauuaromcs om 0OWUX NPUHYUNOS

3aMecCmumenbHoll mepanuu npu nepeudHom ZMHQPZOHCZC)OWZPOI’IHOM 2UnocHaou3Me.
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Umeromes  ceedeHuss 0 803MOJNCHOCMU — KPUOKOHCEPBAYUU  MKAHU — SAUYHUKA 8
oonybepmamHom 803pacme, 8 C853U ¢ Yem 0eBOUKAM NOKA3AHA KOHCYIbMAayus epayd-
axkyuepa-eunexonoza (cneyuaiucma no penpooykyuu) [38]. Bce npenapamvr 6 euoe
mabnemox cooepacam HebOoIbUIOe KOTUYECMBO JIAKMO3bl, HO 00was 003a 0uenb Maid no

CPpABHEHUIO C OHOO2EHHbIM npous’eodcmeom.

3.2 Xupyprudeckoe JeyeHue

PekoMeHyeTcsl XUpypruveckoe JISUCHUE KaTapakThl MAIMeHTaM 10 MOKa3aHUsIM, 0COOCHHO
TIPH TO3]THEH TUarHOCTUKE 3a00JIEBaHUS C IIETBI0 BOCCTAHOBIICHUS 3pPUTEIILHON (PYHKIINN
[1, 15].
YpoBenb yoOeauTeqabHOCTH pekoMeHaamuidi - C (ypoBeHb [0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)
KomMMeHTapuu: xamapaxmel y nayueHmos ¢ 2aiakmosemuell Xapakmepusyiomcs Kax
manovle, MPAH3UMOPHble  WIU — HEOHAMANbHble U Npoxoosim  Ha  (one
Oe31aKkmo3Hou/oe32anaKkmosHou ouemnl; OOHAKO, 8 OMOEIbHBIX 103010
OUACHOCMUPOBAHHBIX — CAYYASAX MPpedyemcss NPUMeHeHUue XUpypeuiecKkoeo JIeueHusl

(coenacno KIUHU4YeCKUM peKOMeHOayusm no Kamapakme).

3.3 Uuoe JeyeHune

PexkoMeHIyeTCsl TICUXOJIOTO-TIEIarOTMYecKOe COMPOBOKICHNUE, KOHCYJIbTATHBHAS MOMOIIb
Bpaua-yoromnesa, manueHraMm ¢ ['AJI npu HaJaWMYMKM NOKAa3aHUN C IEIbI0 TUArHOCTUKU U
JICYCHUS TIPOSIBJICHUH COMYTCTBYIOIICH MATOJIOTHH U/WIIH OCIOXKHEHH [15].

YpoBenb yOemuteJbHOCTH pexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

Kommenrapun: y nexomopuvix nayuenmos ¢ I'AJl coxpansiemcs puck ¢hopmuposarus
OMCPOUCHHBIX — OCLONCHEHUUl —  3a0epicku  (pusuveckoeo  pazeumus  (Z-Score
pocm/éospacm  <-2), Hapywienus pazeumus pedu  («6epOANbHOU  OUCHPAKCULY),
MOMOPHLIX (PYHKYUU (amaxcus), ocmeonopo3a (npu omcymcmeuu OONOJHUMENbHO2O
86e0€HUsL NPenapamos Kaibyus).

3aodepoicka ncuxuueckoeo pazsumust, GbIAGIAIOWASC Y HeKomopwix nayuenmos ¢ 1T'AJI,
HOMYYAIOWUX Ouemudeckoe jeyeHue, He MANCeNdsl;, OHA MOXNCem OOHAPYHCUBAMbCS 6
panHem 803pacme, HO Hauje CIMAHOBUMCS 04eBUOHOU 8 WKOIbHbLE 200bl, K020a y pebenKa
B03HUKAIOM MPYOHOCMU C YMEHUeM Ul YC80eHUeM MamemMamuky. Y yacmu nayuenmos

6O3MOJHCHO  YMEPEHHOEe  CHUJCeHUe UHmeLIeKmyajlbnoco paseumus UlU  JecKaAd
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VMCMBEHHASL OMCMANOCMb. Y HEKOMOpblX OmMedaromcsi 08ueamenbHvle HAPYUIeHUs 8
gude amakcuu, HeN08KOCMU MeNKOU MOMOPUKU, PACCMPOUCME PABHOBecUs U
KOOPOUHAYUY, MbIULEYHOU OUCTNOHUU, B03MOJCHO HAIUYUEe MpemMopa Npu blNOJHEHUU
yeleHanpasieHblx oelicmeautl. 3adepoicka peueozo pazsumus y nayuenmos c¢ 1'AJl 6
panHemM 803pacme MOdiCem NPOSAGIAMbCA 3ampYOHeHUeM apmuKyaIayuu, 00eOHeHHbIM

C1OBAPHBIM 3anaACOM.

4. MequuuHCcKasi peadWIuTALNS M CAHATOPHO-KYPOPTHOE JieueHue,
MeIMIUHCKNE MOKA3aAHNUS U IPOTHUBONOKA3aHUS K MIPUMEHEHHUI0 MEeTO/10B
MeIMIUHCKOI peadWIuTali, B TOM YHCJIe OCHOBAHHBIX HA HUCIOJIb30BAHNHU

NPUPOAHBIX JIe4eOHbIX PaKTOPOB

PeKOMeHIlleTCﬂ pea6I/IJ'II/ITaHI/IOHHI)Ie MCPOINPUATUA MalUEHTaAaM C HEBPOJIOTrMYCCKUMHA
HapyIIEeHUSIMH TI0 THITY JETCKOTO IIepeOpaibHOTO Mapainda BCIEACTBHE OUITUPyOHHOBOM
sHIIe(ATOTIATUN WIIA TIOPAKEHUS 3PUTEIBHOTO aHAIM3aTOPA BCICACTBUE KPOBOUBIIUSHHS
B CETUYATKy IJa3a, YaCTHYHOM atpoduu 3putenbHoro Hepsa [20].

YpoBenb yOemureqbHOocTH PpexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

5. [IpopuaakTuka U TUCHAHCEPHOEe HAOMIOIeHUEe, MeIUIIMHCKHE TOKA3aHUS 1

NPOTHBONOKA3aHUS K NIPUMEHEHUI0 METO10B NPOPUIAKTUKH

5.1 Ilpoduniaakruka

Pexomenayercsi KOHCYJbTallMsi Bpaya-TeHETHKA BCEM CEMbSIM IIOCJIE YCTAHOBJICHUS
nuarHo3a ['AJl ¢ uenbio pa3bsCHEHUI TeHETHYECKOTO prcKa B cembe [15].
YpoBenb yoOeaureqbHOCTH pekoMengauuid - C  (YypoBeHb [0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)
Kommentapun: B cemve, 2c0e ecmv nayuenm c I'AJl, umeemcsa 25% puck nosmopnozo
poorcoenuss  pebenka ¢ T'AJl npu kadxcoou nocneoyioweii bepemennHocmu. Y
POOCMBEHHUKOB U3 SPYNNbL PUCKA MAKHCE BO3MONCHO HOCUMENbCTNEO MYMAYUll, ecii OHU
OvLIU UOeHmuuyuposanvl 6 oanHol cemve. JJopooosas ouaznocmuxa I'AJI 6o3modncua
memooamu J[HK-ananuza na mamepuane eopcun xopuona. Bonpoc o npogedenuu
npenamanvHou ouacnocmuxu I'AJI dondcen 6vimb 00Cyscoern ¢ pooumenimu npedxicoe,

Yem npuHAiAmsb OKORYamelbHoe peutenue, naxK Kak 3abonesanue noooaemcs 1e4eHuro.
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5.2 lucuancepHoe HAQJIIOeHH e

C yenvio  npedynpexcOeHuss  UHMELIEKMYAIbHbIX,  KOSHUMUGHBIX,  DPEeyesblx,
NO3HABAMENbHbIX — HAPVUWEHUU, — 2aPMOHUYHO20 — (PU3UYECKo20  pazsumusi  OUCHAHCEpHOe
HaO0OeHue 8KUaem 6 cebsi KOHMpob 3a 1AOOPAMOPHLIMU NOKA3AMENAMU U 3d KIUHUKO-
UHCMPYMEHMATbHLIMU NOKA3AMETAMU, OMPAdXCalouwumu 3¢pekmusHocms mepanuu

KOHmpOJlb 3a A0eK8AMHOCHLbIO 1eYeH U

PexoMeHnayercsi KOHTPOJMPOBATH aJeKBATHOCTh IPOBOJAMMON TEpamvu C TOMOIIBIO
OTpeJieNieHusl coJiep)KaHusi oOIel TranakTo3bl (Tajmakro3a + ranakro3o-l-¢ocdar) B
KpoBH BceM manueHTaMm ¢ I'AJI ¢ 1ienbro cBoeBpeMeHHoM kKoppekiuu auetsl [20].
YpoBenb yoOeauteabHocTH pekomengauuid - C (YpoBeHb 0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

Kommenrapuun: Yacmoma KOHmMpOs cooepiicanus 2aiakmosvl 6 CblBOPOMmKe KpOosu
cocmasnsiem He pedice 1 pasz 6 3 mecsaya na nepgom 200y dHcusHu, oasee ne pedxce I pasa &
200 NOJACUSHEHHO, MAKI’CEe B03MONCHO NPOBOOUMb OONOJIHUMENbHOE UCCIe008aHUe 8
CYYAAX NOBbIULEHUS NOMPeONeHUs 2aNaKmo3bl U/UlU Npu NOOO3PEeHUU HA pazeumue

UHMoOKcukauyuu

Pexomenayercsi neBoukam ¢ ['AJI B mepuon Mmunumyodeprata uccienaoBanue ypopas OCI u
AMI" (aHTUMIOIIEPOBBII TOPMOH) [Tl OLIEHKH OBAPUAIBHOTO pe3epBa U He0OX0IMMOCTH
KOHCYJIbTAI[MK Bpada-aKyliepa-ruHeKosiora (CrenyanucTa mo penpoaykuuu) [36, 37].
YpoBenb yOemuteqbHOCTH pexkoMeHgaumii - C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — 5)

Pexomenayercs neBoukaM ¢ ['AJl mpu 3HIOKPHUHOJIOTHYECKOM OOCIEIOBAaHUH B IEPHUOJ
ny0eprata MpoOBeIEHHUE AHTPONOMETPHYECKOTO HCCIEIOBAaHUS U OLEHKHU I0JIOBOTO
pa3BuTus 1o MwmKaie TaHHEp, OLEHKa KOCTHOTO BO3pAcTa, MCCIECJOBAHUE YPOBHS
roHagotrponHbix ropMoHOB (JIIT m ®CI) u ypoBHs AMI and  AMarHOCTUKH
TUIIEPTOHAJOTPONTHOTO THINOTOHAAU3Ma, ONPENEIeHUsI CPOKOB Hayana 3aMECTUTENIbHOMN
TOPMOHAIILHOM Tepanuu U HEOOXOJAMMOCTH KOHCYNIbTAIlMU Bpaua-aKyliepa —THHEKOJora
(cnenmanucTa no penpoaykiun) [36, 37].

YpoBenb ybOeauteqbHOCTHM pekoMengauuii - C  (YypoBeHb [10CTOBEPHOCTH
0KA3aTeJbCTB — 5)
Kommenrapumn: y oOesouex ¢ ['AJl ¢hopmupyemcs nepsuunas meodoCmamouyHoCms

AUYHUKOB, Komopasd Mmooacent pa3eueamvcsl KAK 6 00ny6epmameld nepuod u
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nompebosamsv HA3HAYEHUe MePanuy ICMpPo2eHamu O1a uHuyuayuu nybepmama, max u
nocie cmapma nybepmama, 4mo nompeoyem 3amecmumenbHol 2OpMOHATbHOU mepanuu
[36, 37/. Chuorcenue gonruxynsipno2o nyna 603MONCHO Yiice 6 PAHHEM 803PACMe, 6 C8S3U
C YeM, NOKA3aHA PAHMAS KOHCYIbMAayus 8pava-aKyuepa-2uHeKkono2a (Cneyuaiucma no
PEnpooyKyul), 8 mo dice 8pemMs ONUCAHbI CNOHMAHHbIE OEPEMEHHOCMU V' NAYUEHMOK C

T'AJL

Pexomenayercst yIbTpa3ByKOBOE HCCIIEJOBAaHHE OPraHOB MaJIOro Ta3a (KoMIUIEKCHoe) 1 pa3
B rog aesoukam c¢ ['AJl c¢ 12-nerHero Bo3pacTta Al OLUEHKU COCTOSIHUS SIMUHUKOB W
COOTBETCTBHS UX Pa3MEPOB BO3paCTHBIM HOpMaMm [36, 37].

YpoBens yOeautenbHOCcTH PpexoMeHaauuid - C (ypoBeHb [0CTOBEPHOCTH

A0Ka3aTeJbCTB — 5)

Pexomenayercsi  uccieloBaHME  MHHEPAIBHOW  TJIOTHOCTH  KOCTHOM  TKaHU — —
(pertrenoaencutoMeTpus) y nanuentoB ¢ ['AJI | crapime 5 jer aias IUarHOCTHKH
CTENEHW OCTEOTICHUH, BBISABJICHHUS TPYNMBl PHCKA IO OCTEOMOPO3Y W TMPUHSITHS
npodunakruyeckux mep [1-4, 15].

YpoBenb yOemuteqbHOCTH pexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)
KommenTapuu: vacmoma uccnedoeanuil - no noxkazanuam He dawe 1 pasza é 200, He

pedice 1 pasz 6 5 iem.

PexoMenayercsi HaOJIIOICHHE Bpada-aKyliepa-TMHEKOJIOTa W Bpadya-dHJAOKPHUHOJIOra/Bpaya-
JNETCKOTO DJHJOKPHUHOJIOTA W Ha3HAYCHHE 3aMECTHTEIIBHOW TOPMOHAJIBLHOW Tepamuu
neBoukaMm ¢ ['AJI ¢ 12-neTHero Bo3pacrta Mnpu BISBICHUU IEPBUYHOM aMEHOPEH, C IICIIBIO
KOPPEKIUU FOPMOHAIBHOTO cTaTyca [15].

YpoBenb yoOeaureqbHOCTH pekoMengauuid - C  (YpoBeHb [0CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

PexomengoBano mnamuentam ¢ ['AJl mpoBeaeHne OHOXMMHYECKOTO aHalM3a KpPOBU
0OIIeTepaneBTUYECKOT0 C IIeNbI0 OIIEHKH COCTOSIHUS TI€YEHHU, MOYEK W BBHISBICHMUS,
OTKJIOHEHUHM Ba)XHBIX OMOXMMHUYECKUX TOKa3aTelell M MX JalbHEUIIeH KOPPEeKIUu He
pexe 1 pazaBrox [6, 7, 29 - 35].

YpoBenb yoOeauteqbHOCTHM pekoMengaumid - C  (YypoBeHb [0CTOBEPHOCTH

0KA3aTeJbCTB — 5)
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KommenTapuu: npu npumenenuu ocpanuuumenshol Ouemsl 603MONCHO pa3eumue
OUCNpOMeEUHeMUU, HAPYWeEeHUs MUHEPAIbHO20 obMena U Oepuyuma  8aNCHBIX
MuKposnemenmos. Llenecoobpasno onpedenenue cooepicanuss 2uoKo3vl, obue2o benxa,
benxosvix  ¢hpaxyuil,  obwezo  OunupyOuHa,  Xolecmepunda,  MpuIUYepuUdos,
JIUNONPOMEU008 HU3KOU U 8bICOKOU NIOMHOCMU, Wel0YHOU pocgamasvl, KpeamuHuna,
Mouegunsl, aranunamunomparcgepazvl (AJIT), acnapmamamunomparncpepasvr (ACT),
Kanbyus 00wje2o u UOHUBUPOBAHHO2O, HAMPUS, KAlus, Heopeanuueckoeo gocgopa,
Jcenesa, ¢heppumuna, YpOoGHs OCHO8HO20 Memabonuma eumamuna D 6 Kposu
(uccneoosanue ypoemusa 25-OH eumamuna [ 6 Kposu ¢ yenvio oyewku Oaranca
BANCHETIUUUX HYMPUEHIMO8 NPU OUemOomepanuu, OyeHKy Kaibyueeo-gocghoprnoco oomena,
OYEHKU COCMOSIHUS NOYEK, NeYeHU ¢ nepuooudHocmoio 1 pas é 200.

o Pexomenayercss manueHtaM ¢ ['AJl, TOIyJaronmx JIHETOTEPAIIUIO HCCIICIOBAHUE
obuiero, Oumoxumuyeckoro asaiauza Mouu (OOmwMi (KIMHUYECKU) aHaIW3 MOYH),
(UccnenoBanue ypoBHS Kalbllds B Mode, lcciemoBaHWe YpOBHS HATpHs B MOYe
IIUTPATOB, OKCAJaTOB B Moue), a Tarke OrmpeneneHne KOHIEHTPAIMU BOJIOPOJIHBIX
nonoB (pH) Moum, ynensHoro Beca moun (VcciemoBanne Moun METOIOM 3UMHHIIKOTO
(Coop wmoum s smaboparopHoro wucciefoBanusi, OmpeneneHue oObeMa MOYH,
Ompenenenue ynenbHOTO Beca (OTHOCHTEIBHON IJIOTHOCTH) MOYH)) C IEJBIO OIEHKH
(YHKIIMOHATIBHOTO COCTOSIHUSL TOYEK M OLIEHKM PHCKA/CBOEBPEMEHHON TUArHOCTHUKH
dhopmupoBanus koukpeMeHnToB [30, 31, 48].

YpoBenb yoenuteJbHOCTH pekoMeHaauuid - C (YpoBeHb J0CTOBEPHOCTH I0KA3aTEJIbCTB —
4)

KommenTapuu: vacmoma uccinedosanuii onpeoensiemcs UHOUBUOYATIbHO

PexoMenayeTcsi NMpOBEICHUE YiIbTpa3BykoBoro wuccienoBanus (Y3U) opraHoB OpromrHou
MOJIOCTH (KOMIUIEKCHOE) U YIbTPa3BYKOBOE HCCIICIOBAHHME IMOYCK M HAIIOYCYHHKOB HE
pexe 1 pasa B rog manuentam ¢ I'AJ] yis BBISBICHUS AUCMETa00INYECKUX He(pOTaTHi,
HeQPOKATIBIINHO3a, U3MEHEHHUI CO CTOPOHBI MTEUEHH U MO DKETYI0YHOH xkemne3sl [1,2, 15].
YpoBenb yoOeaureqbHOCTHM pekoMengaumid - C  (YypoBeHb [0CTOBEPHOCTH
J10Ka3aTeJbCTB — D)

Kommenrapun: Y3U opeanos 6piowinoti nonocmu u nouek npogooumcs ne pedxce 1 paza
8 200. y Oemell nep8o2o 200a PEKOMEHO08AHO 0olee uaAcmoe UCCled08anue O

KOHmMpPOJIXl COCNMOAHUA, 0cobeHHo npu ()exomnencauuu.
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Pexomenayercss 00yuuth poauteneid manueHToB ¢ ['AJl mpaBuinam  opraHu3anvu
JUETOTEPANIMM U KOHTPOJIS 32 aJCKBATHOCTBIO €€ IPOBEIACHUS C LIEIbI0 IOBBIIICHUS
addexkruBHOCTH NeyeHus [1, 3,4].

VYpoBenr  yOemutenbHOCTH  pekoMmeHmauuid - C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJbCTB — 5)

Pexomenayercsi KOHCYJIBTAIlMH BPAadOM-TEHETUKOM C IENBIO OIECHKH TUHAMHUKU Pa3BUTHS
narueHToB ¢ ['AJI 11 ¢cBOEBpEMEHHOTO BBHISIBICHUS HApYIICHUH W TIPH HEOOXOMMOCTH
HaIpaBJICHUS K COOTBETCTBYIONIEMY CICIHATUCTY IS HAONIOACHHUS W KOPPEKIIHH
nedenus [15].

YpoBenb yoOeauteqabHOCTH pekoMeHaamuidi - C (ypoBeHb [0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KommenTapuu: cocracno muenuro paboueti  2pynnel  pOCCULICKUX — IKCNEPMOS,
yenecoobpasHo NPo8OOUMb KOHCYIbMAYUL:

- 8 8o3pacme 00 6 mec- He pedxce 1 paz 8 2 mec, ¢ 6 mec 0o 1 eoda — ne pexce 1 paza 6
3mecauya

-c 1 200a 0o 12 nem — ne peaxce I paza 6 6 mecayes

- cmapwe 12 nem  me pexce 1 paza 6 200

PexomengoBaHa KOHCYJIbTAIMs Bpaya-IUETOJIOTA MALIMEHTaM C YCTAaHOBJICHHBIM JIMarHO30M
I'AJI g OLleHKH HYTPUTHUBHOIO CTaTyca, OLeHKU 3((EKTUBHOCTU TUETOTEPANUU U €€
KOPPEKIHUH ITpH HeoOxoaumoctH [15,29].

YpoBenb yOemuteJbHOCTH pexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KommenTapuu: namozenemuueckum memooom nevenus 1'AJI aensemcea ouemomepanusi.
Yacmoma nocewenusi epaua-ouemonoza - no nokasanusam. CoenacHo mHenuio pabouell
2PYyNnwvl POCCUTICKUX IKCHEPMO8, YellecO0Opa3Ho NPO8oOUMb KOHCYIbIMAYULL:

- 6 8o3pacme 00 6 mec- He pedice I paz 6 2 mec, ¢ 6 mec 0o 1 2o0a — He pedxce 1 paza 6
3mecaya

-c 1200a 0o 12 nem —ne pexce I paza 6 6 mecsayeg

- cmapwe 12 nem - He peoice 1 paza 6 200

Knaccugpurayua uapywenus Hympumusnoco cmamyca BO3 npeocmasnena 6

Ipunoowcenuu A3.4.
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PexoMeHI0BaHA KOHCY/IbTAIlMU Bpaua-meauarpa/Bpava-TeparneBra/Bpaya OOIICH MPaKTHKU
(cemeitnoro Bpaua) mamuentam ¢ ['AJl ams omneHKM OOIIETr0 COCTOSIHUS 3/I0pPOBbS U
OTIPE/ICTICHUS] TAKTUKY JajbHe el tepanuu [15].

YpoBenb yoOeauTeqabHOCTH PpekoMeHaamuidi - C (ypoBeHb [10CTOBEPHOCTH
0Ka3aTeJbCTB — 5)

Kommenrapuu: ne pexce 1 paza 6 6 mecayes. OObIuHO Kaxaple 3 Mecsla Ha IEPBOM
rojy >KM3HHU, KaXKJble 4 Mecslla Ha BTOPOM TOJAy >KM3HH, Kaxkbple 6 MecsaiueB a0 14 jer,
majee — eXerogHo. B moAgpocTKOBOM BO3pacTeé B CBSI3M € HEOOXOJAMMOCTBHIO

MOHHUTOPHUPOBAHUS TIOJIOBOTO PAa3BUTUS — MOTYT MOHATO0OUTHCS O0Jee YacThleé OCMOTPHI

[29].

PexomengoBaHa KOHCyJbTallMsl Bpauda-TeparieBTa/Bpauya oOIIed NPaKTHUKU (CEeMEWHOro
Bpaya) JJIs marneHTa crapiie 18 ner ¢ ycraHoBieHHbIM auarHo3oMm ['AJl mnst omeHku
0OIIIEro COCTOSHUS 3I0POBBS U ONPEICICHHUS TAKTUKH JalbHen e Tepanuu [15].
YpoBenb yoOeauteabHocTH pekomengauuid - C (YpoBeHb 10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KommenTapuu: ue pesice 1 pasa 6 2o0.

PexoMeHI0BaHA KOHCYJIbTAIMS Bpada- TacTPOIHTEPOJIOra MAUEHTaM C YCTaHOBJICHHBIM
muarHo3oM ['AJl mpw HanmM4uy TOKa3aHWH JUIS CBOEBPEMEHHOTO BBISBICHUS /WA
MOHHMTOPHHIA FaCTPOIHTEPOIOTHUECKOM maTojoruu [43,44].

YpoBenb yOemuteqbHOCTH pexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

PexomennoBaHa mamueHtaMm ¢ [AJl 1o TOKa3aHHMsSM ~ KOHCYJbTallMs  Bpadya-
KapJauoJiora/Bpaya- JIETCKOrO KapIuoJiora TOBTOPHAs JUIS OLEHKH BBISBJICHHBIX
KapaIuOJIOTHYECKUX U3MEHEHHI U pelleHus Bompoca o Tepanuu [45, 20].

YpoBenb yoOeaureqbHOCTH pekoMengauuid - C  (YpoBeHb [10CTOBEPHOCTH

J10KA3aTeJbCTB — D)

PexomennoBana namuentaM ¢ ['AJl mo moka3zaHusM KOHCYJbTallMs Bpada-HEBPOJIOTa JUIs
CBOEBPEMEHHOTO BBISBJICHUS W/HIIH MOHUTOPUHTA HEBPOJIOTHUECKUX U3MEHEHHIA [ 7].
YpoBenb yoOeaureqbHOCTHM pekoMengaumid - C  (YypoBeHb [0CTOBEPHOCTH

0KA3aTeJbCTB — 5)
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KommenTapmii: 6 cpeonem, ¢ 6ospacma 2-3 nem - e pedxce 1 paza 6 6 mecayes u He
pedxce 1 paza 6 200 0ns 63pocivix nayuenmos. Illpu evlagnenuu He8poI0SULEeCKUX

HapyuieHuti — HeodX00uM OalbHeuuULl MOHUMOPUHE OAHHBIX Nposieienull [7].

PexomenngoBan nanuentam ¢ I'AJI ocmotp Bpauom-odransmosiorom He pexe 1 pasa B 3 rona
C LICJIBIO BBISIBJICHUS IIA3HOM maToyioruu [7].
YpoBenb yOenuTeabHOcTH pexoMengamuii - C (YpoBeHb [0CTOBEPHOCTH

J0KAa3aTeJbCTB — 5)

Pexomenayercss KOHCyNbTalUsl Bpada-dHAOKPUHOJIOra/Bpada-Ie€TCKOro  JHAOKPHUHOJIOra
nesoukam ¢ I'AJI B mepwon muHumnyOeprara (6-12 Mec) U 1O JOCTMKEHMM HUKHEH

rpaHuIlel  myOepraTHoro  Bo3pacta (8-10 ;mer) ¢ 1enbl0  JUArHOCTUKHU
THIIEPTOHAI0 TPOITHOTO TUHoronaau3ma [36, 37].

YpoBenb yoOeauteabHOCcTH pekoMengauuid - C (YypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJbCTB — 5)

PexomeHngoBaHa KOHCYIbTALUS MEAUIIMHCKOTO Tcuxosiora namuentam ¢ I'AJI npu Hanuuum
MOKa3aHUK I OIEHKA M KOPPEKIMHM TCUXOJOTMYECKOTO COCTOSIHHS W IICHXOJIOrO-
MeIarOTMYECKOTO COMPOBOKIACHUS CeMbH He peske 1 pasa B rox [15,45].

YpoBenb yOemuteqbHOCTH pexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KoMmMmeHTapuu: 011 oyenku unmeniekma u Opyeux 6ud08 NCUXUYECKOU OessmelbHOCIU
nayuenmos ¢ I'AJI ucnonvsyrom coomeemcmsyowue npozpammol u mecmol. Bo epems
nepexooH020 nepuooa NOOPOCMKAM 0COOEHHO HeoDX00UMA NCUXON02ULECKAsL NOMOUWb NO
BONPOCAM KOMMYHUKAYUU 8 ceMbe U obuecmee, npoghecCUOHANbHOU OpUeHmayuu, Os
acenwyun ¢ TAJl akyenm cnedyem Oenamv aKyewm HA BONPOCAX, CEA3AHHBIX C

bepemeHHOCmbIo.

PexomeHngoBaHa KOHCYNbTALUSA MEIUIIMHCKOTO TIICHXOJIOTa TMOBTOpPHAs MAllMeHTaM C
ycTaHOBJIeHHBIM nuarHozoM ['AJl mnpu Hanuuuu MOKa3aHWM s TICHXOJIOTO-
MeIarOTHYECKOT0 COMPOBOKACHUS ceMbH [15, 45].

YpoBenb yoOeaureqbHOCTH pekoMengauuid - C  (YypoBeHb [0CTOBEPHOCTH
0KA3aTeJbCTB — 5)
KomMmenTapum: ncuxonoeuueckas nomows nayueHmam Modcem nompedoeams Kypc

3AHAMULI— 8 3A8UCUMOCTNU OM quueudyanbezx ocobennocmetl nayuerma u cemovl.
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PexomennoBano mnanuentam ¢ ['AJl koHCynbpTanus Bpada-peadWIMTOJNIOTa C  IENbI0
COCTaBJICHUS IIJIaHA peadUIMTAIlMK IPU HAIW4KK nokaszanuii [15, 45, 20].
YpoBenb yOeautenbHocTH pexoMeHaaumid - C  (ypoBeHb [0CTOBEPHOCTH

JI0KAa3aTeJbCTB — 5)

Pexomenayercs yyacTue B BEICHUM IMALMEHTOB C rajJaKTO3€MHEN MYJIbTUAUCUUILIMHAPHON
KOMaH/IbI CIICIIUAIIMCTOB B CBSI3H C HAJTMYHUEM Pa3HOOOPA3HBIX KIIMHUYCCKUX MTPOSIBICHUN
rajakro3emud [45].

YpoBenb yoOeauteqabHOCTH PpekoMeHaamuidi - C (ypoBeHb [0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

Kommentapuu: mocym Ovimv HeobXo0O0umsbl nepeuyHvle U NOBMOPHbIE KOHCYIbMAyuU
spaua-He@dponoza/spaia-yponoca/spava-yponoca-aHoponoca demckozo, spaua-
uHgekyuoHucma,  8paua-aHecme3uoI02a-peanumMamonceda, — epaia- — KIUHUYeCcKO20
Gapmaxonoza, 8paua-3HOOKPUHOI02A/8PAYA-0EMCKO20 IHOOKPUHON02A, 8PAYA-AKYUepa-
2UHEK0102a, MEOUYUHCKO20 NCUX0N02d, 1020nedd U Op. 8 3A8UCUMOCHU OM KIUHUYECKOU

cumyayuu.

Pexomennyercs manuentam ¢ ['AJl  mpu OTCYTCTBHHM COIYTCTBYIOIIHMX 3a00JICBaHUMN
MPOBOJUTHh MPOPMIAKTUYECKYIO BaKUMHALUIO C LEeibl0 (OPMUPOBAHUS HMMMYHHOMU
3alUTHI OpraHu3Ma oT uHpeKuii mo rpapuxy [49] .

YpoBenb yOemuteqbHOCTH pexkoMeHgauuii - C (ypoBeHb J0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KommenTapuu: npu wnamuyuu conymcmeyrowux 3abonesanuil paspeuieHue Ha
npogedeHue  NPUBUBOK  O0Aemcsi  COOMBEMCMBYIOWUM  cneyuaiucmom.  Jlanuvie
peKomMeHOayuu  OCHO8AMbl ~ HA  MHO20JemHeM  onvlme  pabomsl  epauel,

Cneyuaiusupyroumuxcsi Ha jljedeHuu nayueHnos ¢ 6 Po.

6. Opranuszanusi OKa3aHusi MeIUIUHCKON MOMOIIH

IToxazanus JJ1s IJIAHOBOM TOCHIUTAIM3AIMY B MEUIIMHCKYIO OPraHU3aluIo:

1. mpoBeneHue MUATHOCTHUKU U JICUYEHHUS, TPEOYIOIIHE MPOJOJIKUTENLHOTO (IHEBHOE WIIH
KpYIJI0CYTOYHOE TpeObIBaHHE) MEIUIIMHCKOTO HAOMIOACHUS U MOHHUTOPUHTA KIMHUKO-
nabopaTopHBIX MOKa3aTeNei;

2. HeoOXOOUMOCTh TPOBEACHHS pPa3IMYHBIX BHUAOB OKCHEPTU3 WU OOCIEIOBaHUA B

MEIUITMHCKOMN opranu3anuvu IIpyu HCBO3MOKHOCTHU IIPOBCACHUSA HUX B aM6y.TIaTOpHBIX
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yciaoBusix (B TOM ypcie  o(pOpMIICHHE  3aKIIIOYEHHS dbenepanbHOrO
KOHCHJINYyMa/BpauyeOHOM KOMUCCHN).

Tlokazauus a1 DKCTPEHHOU IOCIIUTAIN3ALMHA B MEJIUIIMHCKVIO OPTaHU3aINIO:

OCTpBIE YIpO’KaIoLIUe JI XU3HU U Pa3BUTUS OCJIOKHEHUN COCTOSHUS, TpeOyrouiue
HEOTJIOKHOTO JIEYECHHUs], B TOM UYHCJIE UHTCHCUBHOM TEpAIlUH, a TAKXKE KPYIJIOCYTOYHOTO
MEJUIIMHCKOTO HAOJMIOJEHUM W TMPOBEACHUS CIELHAJIbHBIX BHUJOB OOCIEAOBAHUS U
JICYCHUSL.

IToxazaHus K BBEIITMCKE ITAIIMEHTA M3 MEIUIIMHCKON OpraHu3aIlii:

OTCYTCTBHE YIpO3bI JUUIsl )KU3HU MAIMEHTA U YIPO3bl Pa3BUTHS OCIOKHEHUH, TPEOYyIOmuX
HEOTJIOXKHOTO JICYCHUS TPH 3aBEPIICHUE TUArHOCTUICCKUX MEPOTIPUSTHIA.
CTa0MIIM3allusl  COCTOSHMSI M OCHOBHBIX  KJIIMHUKO-JIA0OPATOPHBIX — TOKa3aTenen
MaTOJIOTHYECKOTO ~ IpoIlecca, OTCYTCTBHE HEOOXOAMMOCTH B  IPOJOJDKHUTEIHHOM
MEJUIIMHCKOM HaOJII0/IeHNH (JIHEBHOE W KPYTJIOCYTOUHOE MpeObIBaHUE);
HEOOXOJIMMOCTh TIepeBoJia OOJIBHOTO B JIPYTYI0 MEIUIIMHCKYI0 OpPraHW3aldI0 WIH

YUPEKAECHUE COLUAIBHOTO 00ECTIEYEHHUS.

7. lonmonHuTenabHass uHGpopMmanus (B TOM uncie GaKkTopbl, BIUSIONIHE HA

HUCXO0/1 3200/1eBaHMsI WJIM COCTOSTHMS)

Ha nucxoa MU TEUCHUC 3a00JIeBaHUS  BJIUSIOT CPOKH YCTAHOBJICHHSA OHWArHo3a

CBOCBPEMCHHO M aJICKBATHO Ha3HAUYCHHAasA JUCTOTCpAIIUA U MEPOIIPUATHUA HEOTJIIOKHOM IIOMOIITHU

(mepenuBaHue KPOBU, KOMIIOHEHTOB KpPOBHU, MHPY3HMOHHAS TEPAIIns).

[IporHo3 3a6oseBanus HEOIATOMPUATHBINA MIPU MO3AHO JUATHOCTUPOBAHHOM TSKEION

(dbopMe ranakTo3eMuu (B CBSI3U C OTCYTCTBUEM MpoBeJeHUs ckpuHuHra). [Ipu pannem

Ha3HA4YCHUHU AUCTUYCCKOIO JICHCHUA ACTU MOT'YT Pa3BUBATHCA HOPMAJIbHO.

Kpurepun oueHkn kayecTBa MeIMIUHCKOU MOMOLIHU

e Onenka
) Kpurtepuu kayecrBa BBINOJIHEHU S
(na/uer)
1 BbInoHEeH HeOHaTaIbHbIN CKPUHUHT (OTIpeielIeHHe TOTalbHOMN Jla/uer
" |ramakTo3bl B CyXOM MSTHE KPOBH)
BrInosHeHo onpeereHne akTUBHOCTH (hepMeHTa rajlakto30-1- Jla/uer
> docharypununrpancepasst (I'AJIT) ¢ nenpro noATBEpKICHUS
TMarHo3a U MOJIEKYJISIPHO-T€HETHUECKOe UccieioBaHue (TIpu
[MOCTAHOBKE JIarHo3a)
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BrInosHeH aHau3 KpOBU OMOXMMHYECKHH 001IeTepaneBTHIeCKUi
(amannHamuHOTpancdepassl (AJIT), acmapraramuHoTpanchepasbl
(ACT)) nanuenTtam ¢ KIMHUYeCKUMH niposiBiieHusMu ['AJI (Ha MomMeHT
[IOCTAHOBKH JIMarH03a U €CJIM He MPOBOIMIIOCH B IpeAlIecTBYomue 12
MECSIIICB)

Jla/uet

BrinonHen o0t (KIMHUYECKUN) aHAIN3 KPOBU Pa3BEPHYTHIN
[anyeHTaM C [0103PEHUEM Ha TaJJakTO3EMUIO U B IIPOLIECCE
TMHAMHYECKOT0 HaOJI0eHHsI (€CIM HE MTPOBOMIICS B IIPEIIIECTBYIOIINE
12 mecsitieB)

/la/Her

BeimonneHo uccienoBanue C-peakTUBHOTO O€JIKa B CBIBOPOTKE
KpPOBH IMALIMEHTAM C KIIMHUYECKUMU nposBieHusIMU ['AJT ¢ nensro
JIMArHOCTHKHU CENTUYECKUX COCTOSHUN

/la/Het

BrinosHeHO MCcaea0BaHUE MPOKAIBIIMTOHUHA B KPOBU
MaIMEHTaM C KJIMHUYECKUMHU nposiBieHusamu ['AJl ¢ nensro
TUArHOCTUKU CEMTUYECKNX COCTOSHUN

Jla/met

BrinosHeHo ucciienoBadie KMCIOTHO-OCHOBHOI'O COCTOSIHUS U
ra3oB KpOBH MAaIlMEHTaM C KIIMHUYECKUMHU TposiBiaeHusamMu ['AJl ¢
[ENBI0 TUAarHOCTUKHU CENTUYECKUX COCTOSIHUHI

Jla/met

BhInoJHEHBI BCEM MAIUEHTAM C KJIIMHAYECKON KAPTUHOW rajlakKTO3€MHUU
rccaeaoBaHue o0Iero, OMOXUMUYECKOTO aHamn3a Mouu (OOmuii
(kmMHMYecKuit) aHamu3 Moun), (MccnenoBanue ypoBHS Kalblus B MOYe,
M ccnenoBanue ypoBHS HaTPUs B MOYE IIUTPATOB, OKCAIATOB B MOYE), a
Takke Onpeenenne KOHIIEHTPAIUU BOJIOPOIHBIX HOHOB (pH) Moun,
ynenabHoro Beca Mouu (VMccnenoBanre Mour METO0M 3UMHUIIKOTO
(C6op moum asis mabopaTopHOTO HcciaeaoBanus, Onpenenenre oobeMa
Moun, OnpesesieHne yaelbHOro Beca (OTHOCUTEIbHON TIIOTHOCTH)
MOYH)) C LIETBI0 OIEHKH (PYHKIIMOHAIIBHOTO COCTOSIHUS TTOYEK M OLICHKHU
[pUCKa/CBOEBPEMEHHON AMArHOCTUKH (POPMHUPOBAHHSI KOHKPEMEHTOB

Jla/meT

BrImosiHeH KOHTPOJIb KOAryJIorpaMMbl (OpUEHTUPOBOYHOTO
rccaeaoBaHue cucteMel reMoctasa): AUTB, MHO, nporpoMOruHOBOE
BpeMsi, GUOPUHOTEH MallMeHTaM ¢ KIMHUYECKUMU IposiBiaeHusMu ['AJl
U1 OLeHKU (DYHKIIMOHAJIBHOTO COCTOSIHUS TIEUEHU U CBEPThIBAIOIIEH
CHCTEMbI KPOBH

Jla/Het

10.

BEITNOJIHEHO YIBTPA3BYKOBOE UCCIIEIOBAHKIE OPIOIIHOM MOJIOCTH
(KOMITJIEKCHOE) (€CJIi He TTPOBOIUIIOCH MOCISAHKE 12 MecsIeB)

Jla/HeT

11.

Brimonnena PEHTICHOACHCUTOMCTPHSA Y MMALITUCHTOB CTaplIC 5 met (GCJ'II/I
HC IIPOBOJMUJIOCH B IIOCJICAHUC 5 J'IeT)

Jla/aet

12.

Brimonnena KOHCYJIbTAllUs Bpa4OM-T'CHCTUKOM IIPpU YCTAHOBJICHUU
JArardo3a

Jla/Het

13.

BrinonHena KoHCynbTalus BpauoM-HEBPoIoroM (He pexe 1 paza B 6
MecsIIeB JIeTSIM cTapiie 2-3 jet, He pexke 1 pasza B roj B3pocibIM )

Jla/Het

14.

BrinosiHeHa KOHCYNbTAIMs Bpada-nequarpa/TepaneBra/ Bpaya oomeit
MPAKTUKH (€CIIM HE MPOBOIUIACEH MOCIEAHIE 6 MeCAIeB: Kaxable 3
Mecsila Ha IIEPBOM I'O/1y )KU3HU, KaXK/Ible 4 Mecsilla Ha BTOPOM roj1y
PKU3HU, Kaxple 6 MecsneB 10 14 ner, nanee — €XeroaHo )

/la/HeT

15.

BrinosHeHa KOHCYIbTAlUs BPAYOM-3HIOKPUHOJIOTOM/BPadOM-ETCKUM
bHI0KpUHOJIoToM JieBoukam ¢ ['AJI B mepuon mununyoeptara (6-12 mec)
1 TI0 IOCTIKEHMM HIDKHEH rpaHullbl mydepraTtHoro Bo3pacta (8-10 ser)

/la/HeT

16.

BrinoaHnen OCMOTp Bpa‘-IOM-O(I)TaJIBMOHOTOM HEC pCKE 1 pa3aB 3 roaa c
11€IbI0 BBISBIICHUS I'JIa3HOM MTaTOJIOT UM

/la/Het
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Hasnauena >nuMHUHALMOHHASA IUETA, IPEAYCMaTPUBAOLIAs
[M0KU3HEHHOE UCKIIIOYEHHUE U3 PALIMOHA IIPOTYKTOB U JICKAPCTBEHHBIX

Jla/uet

17. |npenaparoB, coJepKAMXCCOAEPKAIIMX TAJTAKTO3Y U JIAKTO3Y, BCEM

[MalMeHTaM C IMOATBEPKACHHBIM Auarno3oM kinaccuueckas IAJI T u T'AJL

I Bcex Bo3pacToB

Haznauens! nmpenapatsl Kanbiwst 1 Konekanpeuugepona**, ne Jla/aer
18.  |conmepxamux naktosy Bcem naruentam ¢ [AJI crapmre 1 roza
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Ipunoxkenue Al. CocraB pado4ei rpynnsl 1o pa3padoTke u nMepecMoTpy

KJIMHUYECKUX PeKOMEeH AUl
1. Baiinakosa I'.B - k.0.H., B.H.c. D BHY "Menuko-reHeTUueCKuii Hay4HbII LEHTP UM.
akanemuka H.I1.boukoBa", uien Poccuiickoro o0IecTBa MEIUIIMHCKUX T€HETHKOB
2. BapanoB A.A. - akaa. PAH, npodeccop, 1.M.H.; modeTHbIi npe3uaeHT Corosa
neauatpoB Poccun, copetHuk pykoBoaurens HUM nequatpun u oxpansl 310poBbs nerer LIKb
PAH, npodeccop xadenpsr nenuatpun u aerckoit pesmarosnoruu @PI'AOY «Ilepseiit MI'MY
uM. .M. CeuenoBa» Munsapasa Poccun (CeueHOBCKUIT YHUBEPCUTET), TJIaBHBIM BHEIITATHBIN
cnenuanuct neauatp Munsapasa Poccnn
3. BopoBuxk T.J. — a.Mm.H., npod., 3aBemyromias J1adopaTopuel MHUTaHUS 30POBOTO M
6ompHOTO pedenka ®I'AY HMMUIL 3mopoBest mereirt M3 PO, unen EBpomeiickoro oOGmiecTa
JIETCKMX TacTPO3HTEPOJIOrOB, renaTosioroB U Hyrpunuosoros (EPSGHAN).
4. BymyeBa T.B. — 1.M.H., BeAyliuii  Hay4yHBIH  COTPYOHHUK  J1abOpaTopuu  NHUTAHUA
3n0opoBoro u 6onbHOrO pedenka ®I'AY HMMUL 3noposbs nereit M3 P®, unen Esponeiickoro
o0I1IecTBa IETCKMX TacTPOIHTEPOJIOrOB, TenaToioros u nyrpununosoros (EPSGHAN).
5. Bamaxkmanze H.J., naMH., pykoBomuTenb otaena opdaHHBIX OoJe3HEH U
npodUIaKTUKN WHBATHAU3UpYIomUX 3aboneBannii HUW nmemuaTpuu u oxpaHsl 310pOBbs IeTel
Kb PAH mnpodeccop kadenppl ¢akyIbTETCKOW NEAMATPUM TEAMATPUUECKOTO (haKyiIbTeTa
OI'bOY BO «PHUMY um. H.U. [Tuporosa» Munszapasa Poccuu,
6. BummnéBa E.A., n1.m.H., 3amecturtens pykoBoautesnss HUUM neauatpum u  oxpaHbl
3nopoBbs Aere [IKb PAH MunoOpHayku 1o HayuyHOU pabote, mpodeccop kadenps
(dakynapTeTCKOUW TeauaTpuu neauatpudeckoro dakynprera I'bOY BO «PHUMY um. H.H.
[Tuporosa» Munsapasa Poccun, unen Coro3a neguatpos Poccun
7. HertsipeBa A.B — n1.M.H., ipod., 3aB. oTaenom neauarpuu MHCTUTYTa HEOHATOJIOTHH U
neguatpu  HanmoHanbHOro MEIMIIMHCKOTO — MCCJENI0BATENIbCKOrO ILEHTpa  aKylIepCcTBa,
TUHEKOJIOTUU | nepuHartosiorud uMm. akaj. B.W. Kymnakosa, npodeccop xadeapsl HEOHATOIOTUH
Wuctutyra 310poBbs  neredt IlepBoro MOCKOBCKOTO TroCylapCTBEHHOTO MEIULIUHCKOTO
yHuBepcuteta uM. I.M. CeuenoBa, uien Cosera Poccuiickoro o0iiecTBa HEOHaTOJIOTOB
8. Jerrapes J.H.—n.Mm.H, npod., 3am. qupekTopa mo Hay4yHoi paborte HarmonanbHOTO
MEJUIIMHCKOTO MCCIIEOBATEIBCKOIO LEHTPA aKylIEpCTBA, THHEKOJOTUU U MEPUHATOJIOTHH HUM.
akaa. B.M. KynakoBa, 3aB. kadenpoit Heonatosorun HHcTuTyTa 3710poBbs nerei [lepBoro
MOCKOBCKOTO TOCYAapCTBEHHOTO MeIUIMHCKOTO yHuBepcurera uMm. W.M. CeueHoBa, ujeH

Cosera Poccuiickoro o0recTsa HEOHATOJIOTOB
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9. Kyprkosa H.B., x.M.H., Benymuii HayuyHblii cotpyauuk HUM nenuarpum u oxpaHsl
3nopoBbs Aereit LIKb PAH, unen Coro3a neauatpoB Poccuu, unen Accormanuu MEAUIIMHCKUX
reHetukos (AMI')

10. 3axapoBa E.FO. — nm.H.,, 3aBemyromas JabopaTopueil HACICICTBEHHBIX OOJIC3HEH
oomena ®I'BHY "Menuko-renernyeckuii Hay4HbIi neHTp uM. Akagemuka H.I1.boukoBa", unen
Poccwuiickoro obmiecTBa MEAUIIMHCKIX I'EHETHKOB, WICH €BPOTICHCKOTO O0IIECTBA TI0 H3yICHHIO
HACJIeICTBEHHBIX OoJie3Hel oOMmena BemectB (SSIEM).

11. 3BonkoBa H.I'. - x.M.H., cTapmmii Hay4YHbIH COTPYAHMK JIAOOPATOPUM MHUTAHMS
3nopoBoro u 6onpHOTO pedenka GI'AY "HayuHblii METUIIMHCKHI HCCIENOBATEIBCKUM IIEHTP
3nopoBbs jerei"’ M3 P®, unen EBpomeiickoro oOmiecTBa ETCKMX TaCcTPOIHTEPOJIOTOB,
renaToyioroB u Hyrpuiosnoros (EPSGHAN)

12. KapeBa ML.A. - 1.M.H., PI'BY «HMMUII sunokpunonorun» Munzapasa Poccuun

13. KysenkoBa JI.LM. - nM.H., mnpod., 3aBeayromas OTACICHHEM IICHXOHEBPOJOTHA H
ncuxocomatnuecko naronornn OI'AY "HayuHbli MEAMIIMHCKUN HMCCIEAOBATEIbCKUN LIEHTP
310poBbs aetei" M3 PO

14. KyueB C.U. — unen-kopp. PAH. npod., A.M.H., Tpe3uieHT ACCOIMAIMHA MEAUITMHCKUX
reHeTukoB Poccum, uneH mpesuaumyma mpaBieHuss Poccuiickoro oOIecTBa METUITMHCKHX
TE€HETUKOB

15. MuxaitsnoBa C.B. - 1.M.H., 3aBeayromias OTACICHUEM MEIUIMHCKOW reHeTuku PI'bY
«Poccwmiickas neTckas KIIHHUYEeCKas 0oJibHHIa» MuH3apaBa Poccun

16.  Ha3zapenko JLII. — mpodeccop, A.M.H., 3aMECTUTENb TUPEKTOPA 0 HAYYHOH U JIeYeOHOU
pabote, pPYKOBOJAWUTENIb Jabopatopuu HacieAcTBeHHONW mnatojormn HUW  MemunmHCcKoM
renetukn, Tomckoro HUMII PAH, unen Accoruanuy MEIUIIMHCKUX TeHETHKOB (AMI).

17. HamazoBa-bapanoBa JI.C. - npe3ugent Coroza neauarpoB Poccuu; mact-npe3nieHt
EPA/UNEPSA; pykosogurens HWUUW nemuarpuu u oxpanbl 3710poBbs jgereir [IKb PAH,
3aBenytoias kadenpoi dakynpTeTCKOM neauarpuu neauarpudeckoro dakymnsrera ®I'bOY BO
«PHUMY wum. H.U. IluporoBa» Mun3npaBa Poccuu, TJIaBHBI BHEWITATHBIA JETCKUH
CHEIHMATUCT Mo mpoduIakTHIeckor Mmeaunnae Munszapasa Poccun

18. HuxomnaeBa E.A. - nawm.uH., mpod., umeH Poccuiickoro oOmiectBa MeTUITUTHCKHX
TE€HETUKOB

19. JlaBpoBa A.E. — 1.M.H., H.0. pyKoBoauTeNsl MHCTUTYTa llenuatpun YHUBEPCUTETCKOM
kinHukn OPI'BOY BO “IIpuBomKCKUN HCCIENOBATENIbCKUNM MEAMIIMHCKUM YHUBEPCUTET
MunsapaBa Poccuu, 3aBenyoomuil 2 neAMaTpUYECKUM OTIEICHHEM C  MEAUIIMHCKOU

peabunuTanme
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20.  Jlapumua E.A. - Bpau-nabopant ®I'BHY "Menuko-reHeTH4ecKuii HaAyYHBIN LEHTP HM.
akageMmuka H.I1.boukoBay, wien Poccuiickoro o0mecTsa MEQUIMHCKIX TEHETHKOB
21. IIsippeBa E.A.- x.M.H., 3aBenyromuid jabopaTopHeil BO3PACTHON HYTPHIIMOJIOTHU
OI'BYH OUII nutanus, 6HOTEXHOIOTHU U O€30MACHOCTH THUIITH.
22.  Penuna C.A. — x.M.H., Bpau-TeHeTHK ®I'BHY "Mennko-reHeTHuecKiii HayqHbI HEHTP
nM. akageMmuka H.I1.boukoBa ", wien Acconpanii MEUIIMHCKUX reHeTUKOB Poccun
23. Cenumssinosa JL.P. - k.M.H., Beqymuil Hayunslii coTpynnuk HUU neauarpuum n oxpansl
3nopoBbst gereit LIKb PAH MunoOpHayku, nomeHT Kadeapbl MeauaTpud | AETCKOU
pesmatosiorun  OPTAOY  «IlepBpiit MI'MY wum. U.M. CeuenoBa» MunsapaBa Poccun
(Ceuenosckuit Yauepcurtet), wieH Coro3a [lenuarpos Poccun
24. CmupuoBa O.5. — Bpay-reHeTHK, CTApIIMH HAYYHBIH COTPYOHHK OTHeNa
CTaHJAPTHU3alMN M HU3y4EHUs OCHOB JoKa3aTenbHOW Memuuuubl HMM nenmartpum u oxpaHbl
3nopoBss aeteit [IKb PAH
25. CrtpokoBa T.B.- npodeccop. PAH, n.m.H., 3aBeayronuii OTIeJICHUEM TT€TUATPUIECKOM
racTposHTepoJiorun, renatojsorun u aueroreparmnu OI'BYH OUIL] muranus, OMOTEXHOIOTUN U
0e30macHOCTH THUIIH; 3aB.kadenpoit ractposHTeposoruu u auerojoruu PI'AOY BO PHUMY
uMm. H.W.ITuporosa Munsapasa Poccunu.
26. Tapan H.H.- k.M.H., cTapmuii Hay4yHbId COTPYOHUK OTICICHUS TEAUATPUUYECKOU
racTposHTepoJiorun, renatoyioru u aueroreparmuu GI'BYH ®OUIL] muranus, OMOTEXHOIOTUH U
0€301acCHOCTH THUIIM; ACCUCTEHT Kadeapbl ractposHtepojiornn u auerojorun ®I'AOY BO
PHUMY um. H.U.ITuporoBa Munsznpasa Poccumu.
27. ®ucenko A.Il. - mpodeccop, a.Mm.H., mupekrop PI'AY "HMMUI 3m0poBbs nmerei”
Munznpasa Poccuu

®enoceenko M.B. - k.M.H., 3aBefyroIas OTAEIOM Pa3pabOTKH HAYYHBIX MOAXOJOB K
MMMYHU3AIlUd TalMEeHTOB C OTKIOHEHUSMU B COCTOSIHUM 3J0pPOBbS M XPOHUYECKUMU
00Je3HsAMH, BEAYIIUI HAydYHBI COTPYIHUK, Bpau-nienuaTp HUUW neauatpuu u oxpaHsl 310pOBbs
nereii LIKb PAH MunucrepctBa Hayku U Bhiciiero oOpaszoBanusi Poccuiickoit denepanuu,
JOLEeHT Kadeapsl (akylIbTeTCKOM nenuarpuu nenuarpudeckoro dakynsrera GI'BOY BO
«PHUMY um. H.W. IIuporosa» Munsapasa Poccun, wien Coroza neguarpos Poccun

Aemoper  noomeepoicoarom — omcymcmeue — QUHAHCOBOU  NOOOEPIHCKU/KOHDIUKMA

uHmMepecos, KOmopwlil He0OX00UMO 0OHAPOO08aAMb.
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Ipunoxkenue A2. MeronoJiorust pa3padOTKu KIMHHYECKHX PEKOMEHIALUI

]_[e.neBaﬂ AyIUTOPUA JAHHBIX KIIMHUYCCKUX peKOMeHHaHHﬁ:

. Bpauun-neauarpsl
. Bpauu-renetuku
° Bpauu-nueronoru

. Bpauu-racrposnreponoru

J BpauM-3HJAO0KPUHOJIOTH

. Bpauu-TepaneBThl

. Bpauu o01eit npakTUKH (ceMeliHble Bpaun)

. Bpauun-neonarosorn

. Bpauu-nesponoru

. MenunrHCcKHEe CUX0JI0TH

J Hedexronoru

° Crynentsl MmeaumHckux BY30B, opauHatopsl.

Metoapbl, MCIOJIb30BAHHBIE VISl COOpa/cesIeKIMU I0KA3aTeIbCTB:

TTOMCK B DJICKTPOHHBIX 0a3ax JTaHHBIX.

Onucanue MeTO10B, HCNOJIb30BAHHBIX /I cCOOpa/cesIeKIIUU 10KA3aTeIbCTB:

JIOKa3aTeIbHOW 0a30i JJIsi PEKOMEHIAIMK  SIBJISFOTCS ITyOJIMKAIlMU, BOIIEAIINE B
Kokpanosckyro OuOmmoreky, 6a3bl ganHeix EMBASE u MEDLINE. I'mybuna mnowucka
cocrasisia 20 JieT.

MeToabl, HCII0JIb30BAHHbIE ISl OLIEHKH Ka4eCTBAa M CHJIBI I0KA3aTeJIbLCTB:

° KoHcencyc skcnepTos;

° Ol1ieHKa 3HAYUMOCTH B COOTBETCTBUU C PEHTUHIOBOM CXEMOM.

MeToabl, HCIOJIb30BAHHDbIE ISl AaHAJIN3A I0KA3aTEeJIbLCTB:

° O0630pbI ONTyOIMKOBaHHBIX METa-aHAIIN30B;

° CucremaTndeckue 0030pbl ¢ TAOIUIIAMU I0KA3aTEIbCTB.

Onucanue MeTO0B, HCII0JIb30BAHHBIX IJISl AHAJIN3A 10KA3aTeJIbCTB:

I[Ipu otTOope mnyOmukanmii Kak MOTEHIMATBHBIX MCTOYHUKOB JOKAa3aTENIbCTB
MCIOJIb30BaHHAS B KAXK/IOM UCCIIEIOBAaHUM METOIOJOTHS U3y4aeTcsl Al TOTO, YTOOBI YOS IUThCS
B €€ BIMJHOCTU. Pe3ynbTaT M3ydeHHs] BIMSET Ha YPOBEHb JOKA3aTENbCTB, NMPHCBAaUBAEMbIN

HY6J'II/IKEU_[I/II/I, 4TO, B CBOIO OYCPC/ib, BIMACT HAa CUJIY BBITCKAIOIIUX U3 HEC pCKOMGHﬂaHHﬁ.
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Ha npouiecce oneHkr, HECOMHEHHO, MOXKET CKa3bIBaThCS M CyOBEKTUBHBIN (akTop. s

MHHHUMU3AIH ITOTCHIHMAJIBHBIX OIIHOO0K KaXxJ0€ UCCIICA0BAaHUC OLICHMUBAJIOCh HE3aBUCUMO, T.C.

[0 MEHBIIEH Mepe JABYMsI He3aBHCHMBIMHU 4ieHaMHu paboueit rpymmsl. Kakue-nnbo pazanuus B

OIIEHKaX OOCY)XJaMuCh BCEH TI'pyNIoil B MOJIHOM cocTaBe. [Ipu HEBO3MOXKHOCTH JTOCTHXKCHHS

KOHCCHCYCaA IMPUBJICKAJICA HE3aBUCHMEBIN OKCIICPT.

Ta0uubl f0Ka3aTENBLCTB:

Tabnuiel TOKa3aTeNbCTB 3aMOTHIINCH YWICHAMH PadoUeil TPyIIbI.
Metoabl, HcnOb30BaHHbIE 1JIs1 OPMYITHPOBAHUS PeKOMeHAalHIi:
Koncencyc skenepTos.

Tabauna 1.11Ixana oneHku ypoBHEH TOCTOBEpHOCTH NokazaTenbCcTB (Y 1 J1)ams meTooB

JAUarHoCTuKu (I[I/Ial"HO CTHYCCKUX BMCIHaTeJ'IBCTB)

YA Pacuugposka

1 Cucrematndeckue 0030pblI MCCIEAOBAaHUN C KOHTpOJIeM pedepeHCHBIM METOJOM WIIH
cUCTeMaTU4YecKuil 0030p paHJAOMU3MPOBAHHBIX KIMHUYECKUX MCCIEAOBAHUNA C
MPUMEHCHHEM MeTa-aHalln3a

2 OTnenbHBIE HCCIENOBAHUS C KOHTPOJEM pePEepeHCHBIM METOJIOM HWIIM OTACIhHBIE
PaHJIOMU3UPOBAHHbIE KJIMHUYECKUE KCCIEAOBAHUS M CHCTEMaTHYeCKHe 0030pbl
HCCIEeIOBAaHUM JII000r0 nu3aiiHa, 3a UCKII0YEHUEM PaHIOMU3UPOBAHHBIX KIMHUYECKHX
HCCIIeI0OBAaHUM, C MPUMEHEHNEM MeTa-aHalu3a

3 HccnenoBanus 0e3 TOCIIEIOBATEILHOTO KOHTPOJS pPEPEPeHCHBIM METOJOM HWJIU
UCCleoBaHUsl € pedepeHCHBIM METOJOM, HE SBJSIONIMMCS HE3aBUCHMBIM  OT
HCCIIElyeMOr0 METOJla WJIM HepaHJOMU3UPOBAHHBIE CPABHHUTEIbHBIE UCCIIEOBAHUS, B
TOM YHMCJI€ KOTOPTHBIE UCCIIEI0BAHUS

4 HecpaBHutensHble Hccae10BaHUS, OMUCAHUE KIMHUYECKOTO CITydast

5 Nmeercs nuins 000CHOBaHME MeXaHU3Ma JCMCTBHS UM MHEHHE DKCIIEPTOB

Tab6auua 2.11lkana oneHku ypoBHE#H qocToBepHOCTH A0KazatenseTB (Y /1) ansa metonos

npodUIAKTUKH, JICYCHUS U peaduiuTanud (MpohUIaKTHIECKUX, JIeUeOHBIX, PeaOMINTAIIMOHHBIX

BMEIIIATEIIbCTB)
YU Pacimmdposka
1 | Cucremaruyeckuii 0030p PKU ¢ mpumenenneM meTa-aHanmsa

2 Otnenvupie PKM u cucremaruueckue o030pbl HcCeIOBaHUN J0OOOro [u3aiiHa, 3a
nckimouennem PKH, ¢ npuMeHeHnem Meta-aHaiusa

3 HepangomusnpoBaHHbIe CpaBHUTENIbHBIE UCCIIEIOBAHMS, B T.4. KOTOPTHBIE UCCIEAOBAHUS

4 HecpaBHutenbHble HCCIENOBaHUS, ONTMCAHUE KIMHUYECKOTO Cydas WU CEpUHU CIIy4aes,
HCCIIEAOBAHUS «CIY4aii-KOHTPOJIbY

5 HNmeercst nmmb 0OOCHOBaHME MEXaHHW3Ma JCHCTBHUS BMEIIATEIbCTBA (JOKIMHUYECCKUE

I/ICCJ'IC,Z[OBaHI/IH) HJIM MHCHHUC DKCIICPTOB
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Ta6muna 3.1kana oneHKW ypoBHEH yOeautenpbHOCTH pexkoMeHmanuid(YYP) mis
METOJIOB TMPO(HIAKTUKH, ITUATHOCTHKH, JeUeHHs W peabunuranmuu (MpoQUIaKTHIECKHX,

JMAarHOCTUYECKUX, JICUEOHBIX, PeaOUIUTAIIMOHHBIX BMEIIATEILCTB)

YYP Pacuugposka

A CunbHass pexkomeHpmanus (Bce paccMaTpuBaemble KpuTepuu 3(hdexkTuBHOCTH
(Mcxonpl) SIBIISIIOTCSL BaXKHBIMH, BCE HCCIEIOBAHUS HMMEIOT BBICOKOE WIIU
YIOBIIETBOPUTEIHFHOE  METOJOJOTMYECKOE  KadyecTBO, WX  BBIBOABI  TIO
WHTEPECYIOIINM UCXOJIaM SIBJISTIOTCS] COTIIACOBAHHBIMH )

B VYcnoBHas pexkoMeHJaus (He BCe paccMaTpuBaeMble KpuTepuu 3¢ (HEeKTUBHOCTU
(Mcxonpl) SBJISIOTCS BaKHBIMHM, HE BCE HCCIIEIOBAHMS MMEIOT BBICOKOE WIIU
YIOBJIETBOPUTENHHOE METOJOJOTUYECKOE KaueCTBO W/MJIM UX BBIBOJBI IO
MHTEPECYIOIIHUM HCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

C Cnabas pekoMeHanus (OTCYTCTBUE JOKa3aTEeIbCTB HAJICKAIIETO KayecTBa (BCE
paccMarpuBaeMblie KpUTepuu dPPEKTUBHOCTH (MCXOJIbI) SIBISIOTCS HEBAKHBIMU,
BCE MCCIICIOBAHUS UMEIOT HH3KOE METO0JOTUUECKOE KaueCTBO M MX BBIBOJBI 110
WHTEPECYIOIINM UCX0JIaM He SBIISFOTCS] COTIIaCOBAaHHBIMH )

IHopsiaok 00HOBIEHNS KIMHUYECKUX PEKOMEHaluii.

MexaHu3M  OOHOBJICHHS  KIMHUYECKHX  PEKOMEHIAWH  TpeaycMaTpUBaeT  HX
CUCTEeMAaTUYECKYIO aKTyalIM3allhio — HE PeXe YeM OJIMH pa3 B TPHU rojia,a TakKe MPH MOSIBICHUU
HOBBIX JAHHBIX C TO3MIMH JI0Ka3aTeIbHOW METUIIMHBI MO BOMPOCAM JAWArHOCTUKH, JICUCHHS,
npodUIaAKTUKKM W peadWIUTallMi  KOHKPETHBIX 3a00JIeBaHMM, HAIMYUM OOOCHOBAHHBIX

JIOTIOJTHEHUI/3aMeuaHui K paHee yrBepkAEHHBIM KP, Ho He vamie 1 paza B 6 mecsIies.
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Ipunoxkenue A3. CripaBoyHbIe MATePUAJIbI, BKJIIOYasi COOTBETCTBHUE
NMOKAa3aHMH K NIPUMEHEHHUIO U IPOTHBONOKA3aHUI, CIIOCO00B IPUMEHEHHS H
103 JIEKAPCTBEHHBIX NPENapaToB, MHCTPYKIMHU 10 NIPUMEHEHHU IO

JEKAPCTBCHHOI'O Ipemaparta

1. [Ipukaz Munsnpascoupaszsutus PO Ne 185 ot 22.03.2006 roga «O maccoBoM
o0cie10BaHUM HOBOPOXKICHHBIX JIETEN Ha HACJIEACTBEHHbIE 3a001eBaHUSY,

2. [Ipuka3 MuHucTepcTBa 3ApaBOOXpaHEHUsI U COLMAIBHOrO pa3BuTHs PD ot 16
ampens 2012 1. N 3661 "O06 yrBepxkaennu [lopsaka okazaHus rneauaTpuaeckoil momomu"

3. [Tocranonenue IIpaButensctBa Poccuiickoit @eneparuu ot 9 anpens 2015 roga
Ne333 "O6 yrBepxaenuun IlpaBun dopMupoBaHUs NEpeyHsl CHENMATU3UPOBAHHBIX MPOIYKTOB
JIEYeOHOTO MUTAHUS IS JeTeH-HHBAINIOB"

4. ®enepanpHbii 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHeCEeHUM M3MEHEHUH B
crateto 40 @DenepanpHoro 3akoHa "OO 00s3aTENHPHOM MEAMIIMHCKOM CTPaXOBAaHWHM B
Poccuiickoit @enepanun" n denepanbHbiil 3ak0oH "OO0 OCHOBaX OXpaHbI 370pPOBbsI TPaXAaH B
Poccuiickoit @eaeparuu’ no BompocaM KIMHUYECKUX PEKOMEHIAIUI.

5. [Ipukaz MunzapaBa Poccum Ne 103w ot 28.02.2019 1. «O06 yTBEep)IaeHUU
MOPSIIKA M CPOKOB pa3zpabOTKU KIMHUYECKUX PEKOMEHJIAIUH, UX IepecMoTpa, TUIIOBOM (hopMbI
KIIMHAYECKUX PEKOMEHIAIMA W TpeOOBaHWMM K WX CTPYKTYpe, COCTaBy MW HaydHOU
000CHOBAaHHOCTH BKJIFOYa€MOI B KIIMHUYECKUE PEKOMEHIANK HH()OpMALIUN.

6. [Ipukaz MunsnpaBa Poccum ot 13.10.2017 N 804n "OO6 yrBepKIaecHUU
HOMEHKJIATYpbl MEIULIUHCKUX YCIyT".

7. [Ipukaz MunucrepcTBa 3apaBooxpanenusi Poccuiickoit denepanun (MunH3apaB
Poccun) ot 20 nexabps 2012 r. N 1183u r. MockBa "OO yrBepxkaenun HomeHKIaTypsl

JOJKHOCTEN MEIMIMHCKUX paOOTHUKOB U (hapMalleBTUYECKIX PAOOTHUKOB'".
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Mpuioxenue A3.1 XuMu4ecKuid cocTaB 0e3/IAaKTO3HBIX JeTCKUX CMecei,
KOTOPbIe MOI'YT HCII0JIB30BATHCS B AMETOTEPANIUM IPYAHBIX JeTeH C

rajakrozemueii (r / 100 mu1)

(Bxirouens! B Pacmopsoxenne [IpaBurensctBa PD ot 7 mexabpst 2020 1. Ne 3242-p O6
YTBEP)KIICHHH TEPEYHs CIEIUATN3UPOBAHHBIX IMPOJIYKTOB JIEYEOHOTO MHTAHUS s JIeTei -

uHBaM10B Ha 2021 1.)

KauyecTBeHHBIH XuMu4decknii

UcToOUYHUK CoCTaB COCTaB, I'

HazBanue cmecun Gesika yYriaesoaoB

JHepreTuye
cKast
IIEHHOCTh,
KKAaJI

Beax | Kup Yraesox
" bl bl

CneunanusupoBansusl | M3omaT Cupon
W TPOIYKT JIETCKOTO | COEBOTO TJTFOKO3BI
IUETHIECKOTO Oenka
e4eOHOTO  TUTAHUSA
JUISL  JIe€Te  paHHEro
BO3pacTa Ha OCHOBE 1,8 3,6 6,8 67
u30JIsTa COEBOTO
Oenka Hytpumax
(Nutrilak) ~ Premium
Cosprrnx

(cyx cmech)

CnenuanuszupoBadH | ChIBOPOTOUYHBIN Cupon
BIN MPOJIYKT | OesoK: TJIIOKO3EI,
JIIETCKOTO Ka3eHMHOBBLII MaJIbTOJAEKCT]P
UETUYECKOTO oenok 50:50 WH
JIe4eOHOTO IMHUTAHUS
JUIsL JCTe paHHETo
BO3pacTa, CMeCh
CHerraIn3upoBaHHA 1,4 | 3,45 7,4 66
i cyxas
Oe3nakTo3Has
"Hytpumnax
(Nutrilak) Premium
beszmakTo3HbIH"
*HAX (Menkuit cyxoit
MOPOIIOK)
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Ipuinoxenue A3.2 IIpoayKThl, cofepaxalme rajJJakTo3uabl, u 0orarbie

INIMKONIPOTEUHAMH

T"anakTo3uabl

- 6000BBIC (TOpPOX, 000BI, (hacoJib, YeUEBHUIIA, MAIIl, HYT) - COsl (HO HE U30JISAT COCBOTO OeKa);
- [IITUHAT;

- KaKao, IOKOJIAT;

- OpEeXH.

['IMKOTPOTENHBI

- IeY€Hb, IOYKHU, MO3TH U JIpYTUe CyOnpoOayKThI;
- TICYCHOYHBIN MAIITET, JIMBEPHAs KoJidaca;
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Ipunoxenue A3.3 IlpuMepHbIe CPOKH BBEeICHUS PUKOPMA JEeTAM NEPBOro

roja ;KM3HH C rajlakro’eMue

[IpumepHas cxema BBeIeHUs IPOAYKTOB OOJIbHBIM T'aJJaKTO3EMUEH IEPBOro rojia KU3HU

HanmeHoBaHUe NPOAYKTOB U Bospact, mec

01013 T, MJI 4-6 7 8 9-12
Ogo1HOE MIOpe 10—-150 150 150 150
be3mornounas kaia 10—-150 150 180 200
MsicHoe mrope* 5-60 70 80 90—100
PriOHOE TIIOpe - - 5-30 30-60
Kenrox** - - - 1/8
@pyKTOBOE MMIOpE 5-60 70 80 90—100
DpyKTOBBIN COK - - 5-60 80—100
PacturenpHOE Macio 1-3 5-7 6-10 6-10
Xne0, cyxapu (mpu OTCYTCTBHH B - - 5 10

HUX MOJIOYHOU COCTABJISIOIIEH )

[leuenne (mpu OTCYTCTBHH - - 5 5

MOJIOYHOM COCTaBJISIONIEH)

TBopor, celp

Kedup u JIpyrue
HeaJanTHPOBaHHbIE KHUCJIOMOJIOYHbIE
HAIUTKU

Xnebd MIITEHUYHBIN, cyxapu,

MeYeHbe W Jpyrue  xjaebo0yrodyHbIC
U3MeNUsl,  COJCp)Kallue  MOJIOKO |
MOJIOYHBIE TIPOTYKTHI

He ucnons3ytorcs

Ipumeuanue. ¥ — ¢ 6 mec, ** — ne panee 10 mec.
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Ipunoxkenue A3.4 BO3: kinaccupukanmus HapylIeHU NUIIEBOr0 CTaTyCa

Hapyuienne 0-5 et 5-19 ner
Hedunur macce MT/Bo3pact HNMT/Bo3pact
TeJa JIETKOU CTETIeHH MT/poct <-1SD no -2SD
<-1SD no -2SD
Hedunut macce MT/Bo3pact HNMT/Bo3pact
TeJa CpeaHel CTereHH MT/poct <-2SD no -3SD
<-2SD no -3SD
Tsoxenbrit MT/Bo3pact NMT/Bo3pact
neuIuT Maccel Tena MT/poct <-3SD
<-3SD




Ipunoxenue A3.5. PacmdpoBka npuMedanui
...*¥*¥ — mpemapar BXOIUT B IE€PEYCHb >KU3HEHHO HEOOXOIMMBIX M Ba)KHEHIINX
nexapcTBeHHbIX npenapatoB (Pacnopsokenue IlpaButensctBa PO ot 12.10.2019 Ne 2406-p «O06
YTBEP)KJICHUH TIEPEUHS )KMU3HEHHO HEOOXOJMMBIX U BOXHEHUIIHX JIEKAPCTBEHHBIX MPENapaToB HA
2020 rox, a Takke nepeyHed JIEKapCTBEHHBIX MpPEnapaTroB Ui MEIULUHCKOTO NMPUMEHEHUS U
MUHMMQJIBHOTO aCCOPTUMEHTAa JICKApCTBEHHBIX IIPEMapaTroB, HEOOXOAMMBIX [UIS OKa3aHUS

MEIUIIMHCKOM moMotny, Pactiopsbkenue [lpasutensctBa PO ot 23 HOos16pst 2020 1. Ne 3073-p

# - npumenenue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKIUH JIEKAPCTBEHHOTO
CpeAcTBa TIOKAa3aHWH OCYIIECTBISIETCS TI0 PEIICHHIO BpPayeOHONH KOMHUCCHH, C DPa3pelIeHus
JIOKaThbHOTO ATHYECKOTO KOMHTETa MEAWIIMHCKOW OpraHu3anuu (MpH HAJTUYMH), C YCIOBHEM
MOJIMTUCAHHOTO HMH(OPMHUPOBAHHOTO COTJIACHS POIHUTENECH (3aKOHHOTO TPEICTABUTEINS) H
MalMeHTa B Bo3pacre crapue 15 ner;

XX - crenraTu3upOBAaHHBIN TPOIYKT JIEYEOHOTO NMUTAHMS, BKIIOYCHHBIM B MEpPEYCHB
CHEIHATM3UPOBAHHBIX MPOAYKTOB JieyeOHOro mnurtaHus ans jaered-unBanuaoB (Ilepeuenn
CHEIUATU3UPOBAHHBIX TIPOAYKTOB J€4eOHOTO MHTaHHS s AeTe-uHBanuaoB Ha 2021 rog,

yTBEpKACHHBIN pacniopsikenueM [IpaButenbctBa Poccutickoit deneparuu ot 7 nexadpst 2020 .

Ne 3242-p).
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IIpunoxkenue b. Airopur™Msel aeiicTBUil Bpaya

CxeMma
NONOXWUTENLHLIR HEOHATANLHLIA
CKPMHMWHT UMK NaUWEHT C
nogo3peHuem Ha ranakTosemuio
nogTeepxaaollan AMarHocTuka
KOHCYNLTALMA
npothuneHoro AnarHos
cneyuanucTa NOATEEPHASH
HaszHa4YeHWe gueToTepanuu
aucnaHcepHoe HaBnogeHue
aHanua
AOA HET
JUHaMUdeckoe anetorepanus KITMHUYECKUX W
HabniogeHe apchekTMBHA nabopaTopHbiIX

OaHHBIX




IIpuaoxenue 5.1 AJropuTM noaTBep;KIAIONICH JTHATHOCTHKY rajakrodemMuu I tuna

|

KOHLIEHTPaLUA TOTanbHOW ranakTo3bl Bbile OTPE3HOWN TOYKM ‘1

|

onpegenexue aktusHocTn FANT,
yacTble MyTaumu rena GALT

[ aktueHocTb FANT < 10 %

aktmeHocTb FANT 10-75 %

J

akTueHoCTb FAJTT - HopMa,
4acTbIX MyTauuin HeT

e

/\

l

[Be yacTble ofHa vactan Siiietieg ofiHa Yacras
MyTaLMM B reHe MyTauus B reHe SAyTaLii B TN MyTauus B reHe Knaccuyeckas ranakrosemus
GALT GALT, Het A GALT GALT, sapuaHT VCKitoveHa
yacTblx MyTaumin ) [yapre
NONHbI aHanua reda GALT
BbISIBNEHbI 2 BbIABNEHa 1
MyTauuu 8 MyTauus B
reHe GALT reHe GALT
obpokayecTeeHHasn
a F P A npu KoHuUeHTpauuu GAO Bbile
Knaccuyeckas ranaktoemust COMOCTaBNEHNEe KMMHUYECKUX U ranakTosemus”, 5
OTPE3HOM TOYKM - UCCreaoBaHmue
noaTBepxaeHa nabopaTopHbIX AaHHbIX ranaktosemusi/[lyapre,

[yapre/[lyapte, HocUTENbCTBO

reHoB GALK n GALE

* - HeMHdOPMATUBHO NPK NEPENUBAHUN KOMNOHEHTOB KPOBU



GAO-toTanpHas



[Mpunoxenue B. Undopmanusa 1is naumeHra

YTO TAKOE I'AJIAKTO3EMUSA?

lNamakTo3eMust - 0JlHa U3 HACJIEACTBEHHBIX 0OJIE3HEW 0OMEHa BEIIECTB. JTO JIOCTATOYHO
penkoe 3abosieBaHue. ['amakTo3eMusi BO3HUKAET, €CUM y peOeHKa OTCYTCTBYET CIIOCOOHOCTH
pacILeIIsTh caxap, coAepkKalluiicsa B MOJIOKE. JTO MPOUCXOIUT U3-3a HapylIeHUs (MyTaluu) B
CTPYKType TeHa, KOTOpBI OTBEYAaeT 3a CUHTE3 (EPMEHTA, yJACTBYIOIIUX B METa0OJIM3ME
rajlaKTo3bl, OJHOTO W3 MPOCTHIX caxapoB. ['amakTo3a m €€ MpOW3BOIHBIC HAKAIIMBAIOTCS B
KpPOBH U TKaHIX, OKa3bIBass TOKCHYECKOE JCHCTBHE HA IICHTPAIBHYIO HEPBHYIO CHCTEMY, IICUCHB
Y XPYCTAJIMK TJ1a3a, 9TO ONpeIeisieT KIIMHUYSCKUE MPOSIBIICHUS 00JIC3HU.

KAK YACTO BCTPEYAETCS T'AJIAKTO3EMUSA?

lanaktozemusi penkoe 3aboneBaHue. YacToTa TrajakTO3eMHHM B CpPEIHEM B MHUpE
cocrasisier 1: 60 000- 1: 70 000. BeimensitoT HECKOIBKO (pOpM ralakTO3eMHH, B 3aBUCHMOCTH OT
TOTO B KaKOM M3 T'€HOB MPOU30IILIA MYTAIHs, IIPH 3TOM IOJIABJISFONIEe OOJBIIMHCTBO CITydacB
3abosneBaHus 00ycioBiIeHo MyTanusiva B reHe GALT (koaumpyeT gepmeHT ramakroso-1-docdar
ypumiTpancdepasy) W NpUBOAAT K ramaktoemMuu Tun 1. Takike BBIICISIOT OTICITBHBIN
BapUaHT TaJlaKTO3eMHUU TUMl | — ramakTo3eMuro -Jlypare, pu KOTOPOW aKTHBHOCTH (pepMeHTa
GALT HeECKOIbKO CHM)KEHA, YPOBEHb TaJaKTO3bl IOBBIIIEH, HO TSDKENbIE KIMHUYECKUE
MpOsIBIIEHUsI OOJIE3HHW HE Pa3BUBAIOTCA M OOJIBIIMHCTBO M3 Te€X, KTO MMEET 3TOT BapuaHT He
HY)KJAI0TCS B IUETOTEpaInu.

JIBa npyrux Tuma rajakTo3eMUU — TUI 1 ¥ TUI 3 BCTpEUaroTCsl KpaitHe peaKo.

KAK ITPOABJISIETCSHA I'AJIAKTO3EMUSA?

[lepBbie Mpu3HAKK rajJaToe€3eMUU TUII | MOTYT MOSBUTHCA YK€ HA MEPBOM Heene KU3HU
HOBOPOJKJIEHHOTO, M OHHM CBSI3aHbl C HapylIeHHeM paboThl IMEYeHH. Y HOBOPOKICHHOTO
HaOI0JaeTCs JKENTyXa U CHIDKEHHE YPOBHSI IIFOKO3bI B KPOBH, YBEITHYEHHE Pa3MEPOB KUBOTA.
3areM MOTYyT BO3HUKHYTh CHMIITOMBI TOpAXCHHS HEPBHOM CHCTEMBI, a TaKXe pBOTa,
CPBITMBAHMSI U APYTrU€ HAPYIICHHUS] CO CTOPOHBI KEIYIOYHO-KHIIEYHOTO TPakTa. Y OOJIBHBIX
rajiakro’emMued THNm 1 He MOJyYaroluX TEpanuio pa3BUBACTCS LUPPO3 IEUEHHU, KaTapakra.
Beex aTux TsHKenbIX KITUHUYECKUX MPOSBICHUHN TalakTO3eMUH MOXKHO M30€kaTh, €CIIH BO BpeMs
Hayath JIeunTh pedeHka. [Ipu oTcyTcTBUM JledeHHs AeTH ¢ rajaktozeMuei Tumn 1 morubarTt Ha
MEPBOM TOJTy KU3HU.

KAK HACJIEAYETCSA I'AJIAKTO3EMMUSA?

lamakro3eMuss OTHOCHUTCS K HACJIEICTBEHHBIM 3a00JI€BaHUSAM U TepelaeTcs To
ayTOCOMHO-PEIIECCUBHOMY THUITY. DTO 3HAYMT, YTO OOJIE3Hb MPOSBISETCS TOJBKO B TOM Cllyyae,

ecau o0a poauTeIA ABJIAKOTCA HOCUTCIIAIMU U, XOTA CaMU OHU HEC 60J'ICIOT, nepeaaroT pC6CHKy



JIBA TIOPKEHHBIX TeHA. BONBIIMHCTBO CeMei, Tae ecTh PeOSHOK ¢ ITHM 3a00JieBaHWEM, HE
CTAJIKMBAJIMCh PAHbINE C TIOJOOHOM MPoOIeMOi. PHCK TOBTOPHOTO POXACHUS OOJLHOTO peOCHKA
B CE€Mbe, TJIE YK€ eCTh OOJbHBIC JETH, COCTABISET 25% Ha KKy OEpEMEHHOCTD.

Bce cembu ¢ ramakroe3mMuein OJDKHBI 00S3aTE€IbHO MPOWUTH MEIUKO-TEHETUYECKOe
KOHCYJIbTUPOBAHWE W TIOJNYYHWTHh TMOJHYIO HWH(DOpPMAIMIO OT  Bpada-TCHETHKA O  PHUCKE
IIOBTOPHOTO MPOSIBJICHUS JAaHHOrO 3a00JI€BaHUs B CEMbE, OOCYAMTH CO CHELUAINCTOM BCE
BOIIPOCHI, CBfA3aHHbIE C HacjenoBaHueM 3aboineBanHus. B Poccunm Meauko-reHeTnyeckue
KOHCYJIBTAIIMH paOOTAIOT MPAKTUUECKH B KaXJOM PETHOHE.

YTO TAKOE CKPUHUHI' HOBOPOXKXJIEHHbBIX HA T'AJIJAKTO3EMUIO?

Uto0bl M30ekKaTh Pa3BUTHS THKEIBIX KIMHUYCCKUX IMPOSIBICHUN TallaKTO3EMHUH, HAJIO,
YTOOBI HOBOPOJKJIEHHBIN OBUI TECTUPOBAH HA TaJaKTO3EMHUIO, T.€. OH JOJDKEH MPOWUTH TakK
Ha3bIBaEMbI HEOHATATbHBINH CKPUHHUHT. CKPUHUHT HAYMHAETCS C TOTO, YTO Y HOBOPOXKJICHHOTO
Ha 4 - 5 JeHb XU3HU OepyT W3 MATKH HECKOJIBKO Kareidb KPOBH, KOTOPYIO HAHOCAT Ha
crienuagbHyr0 GUIbTPOBaIbHYI0 Oymary. KpoBb BBICYIIMBAETCs, M Takoil OJaHK, HA KOTOPOM
ykazaHa (aMWIds HOBOPOXKIEHHOTO W DS JIPYrUX CBEACHUH, HEOOXOIUMBIX IJIsi €ro
UACHTU(DUKAIIMKM, TEperpaBisieTcs B JIa0OpaTOPUIO PErMOHANbHONM MEIUKO-TE€HETUYECKOM
KOHCynbTalMu. B maGopartopuu mpoBOASAT CIELUATbHOE HCCIEIOBAaHUE, KOTOPOE IO3BOJISET
BBISIBUTH HOBOPO’KJIEHHBIX C TMOBBIIICHHBIM COJIEP’KaHUEM TalaKTO3bl B KPOBH, B 3TOM CIIy4dae
MOSIBJISIETCS TTOJ03PEHUE Ha TalaKTO3eMHI0. TaKuX HOBOPOXACHHBIX Ja00paTopus ¢ MOMOMIbIO
Bpaya-meJraTpa BbI3bIBACT Ha MOBTOPHOE TECTHpOBaHHE. B CBS3M ¢ COOOIIEHUEM POIUTEISIM,
YTO MEPBbIil TECT Ha FalaKTO3EMHIO y UX peOeHKa OKa3ajics HEHOPMAaIbHbBIM, Y HUX MOSBIISAETCS
noBoj ansi OecriokoiicTBa. [loBTOpHOE TecTHpoBaHHe 00paslla KpOBH Yy MIIAJCHIA SIBISETCS
PEIIAONIUM.

YTO JAEJATH, ECJIIU JAUATHO3 TAJAKTO3EMHUU HA CKPUHUHIE
HNOATBEPAUJICA?

Ecnu v mpu BTOPOM TeCTUPOBAHUU YPOBEHB I'aJIaKTO3bI B KPOBU OCTAETCSA BBICOKUM, WIIH
yYpOBEHB U3MepsieMoro pepMeHTa HU3KUM, TO 3TO 03HAYAET, YTO PeOEHOK OOJIEH rajlakTO3eMuUeH,
U CeMbsi HEMEJUIEHHO MPHUTIAIIAeTCs B MEIUKO-TEHETUYECKYI0 KOHCYIBTAIMIO. 371eCh CEeMbe
OOBSCHSIOT, YTO COOOI MpeACTaBisSeT TalakTO3eMUs M Ha3HayaroT JiedeHue. Eciam nedeHue
HAYaTo PaHo, TO KIMHUYECKUE CHMIITOMBI TATaKTO3EMHH y peOeHKa HE TPOSBATCSA, U OH MOXKET
pacTv 3I0pPOBBIM, MPAKTUYECKH HE OTIMYAsACh OT CBEPCTHUKOB. YCIEX JIEYEHHS BO MHOTOM
OTIpe/IeNIIeTCSl TeM, HACKOJIBKO POJIUTENH O0JLHOTO pebeHKa 0CO3HAIN BaXKHOCTh TUETOTEPANIUU
Y HAaCKOJIBKO CTPOTO OHH €€ BBIMOJHAIOT. OO0 BCEM 3TOM M O MHOTOM JPYTrOM CEMbE PACCKAKET

Bpau-IrCHCTUK WJIM BPA4Y-AUCTOJIOT BO BPEMA HCPBOTO BU3UTA CEMbU B MCIUKO-TCHCTUYCCKYIO



KOHCYJIbTAIIMIO. 3aTeM TaKHe BHU3UTHI CTaHYT PETYISpHbIMH. Y peOeHka OyaeT MOCTOSHHO
KOHTPOJMPOBATbCS COJEP)KAHWE TaJAaKTO3bl B KPOBU M, B 3aBUCUMOCTH OT 3HA4Y€HUM
71a00paTOPHBIX MOKa3aTelel, KOPPEKTUPOBATHCSA COCTAB TEX IPOJIYKTOB, KOTOPBIE, C OJHOM
CTOpPOHBI, HE OyIyT IMOBBIILIATh YPOBEHb I'aJIaKTO3bl, a, C JAPYroi, oOecreuynBaTh HOPMaJIbHbII
poct u pa3BuTHe pedeHka. [I0CTOSTHHBIN KOHTAKT CEMbU C BPAuOM SIBJISIETCS 3aJI0IOM YCIEIIHOTO
JICYEHUS FaJIaKTO3EMHUU.

lanakrozemus Jlyapre - 3TO BapHaHT KjacCHMuYecKod ranakto3eMuu. CyliecTBYIOT
HEKOTOpbIE pa3HOTJIACHS IO MOBOAY HEOOXOJMMOCTH OTPAaHUYEHHUS JTUETHI IIPH JICUCHUH JIeTel ¢
rajiakrozemueir Jlyapre, HO OOJIBIIMHCTBO 3KCIEPTOB CXOASTCS BO MHEHMM YTO Tepamus
TpeOyeTcsl TOJNBKO B HEKOTOPBIX CIIydasX, €CIM YPOBEHb aJIaKTO3bl MPOJOJIKAET COXPAHSITCS
BBICOKHM.

KAK JIEYAT TAJTAKTO3EMUIO?

CMbICIT JIeYeHHs] 3aK/II0YaeTcss B HCKIIOYEHHHM MUIIEBBIX MPOIYKTOB, COJEpKaIINX
rajlakTo3y, MpexJae BCero IpyAHOr0 MOJIOKa U JPYTUX MOJIOUHBIX cMeceil. OHM MOTYT OBIThH
3aMEHEHBI CllelUalbHBIMU CMECSIMH, IPUTOTOBJICHHBIMU Ha OCHOBE COU, KOTOPbIE HE COJEpKaT
rajakTo3y u jakro3y. [Ipu cocraBneHun ne4eOHBIX PALMOHOB JUIS NALUEHTOB C ralaKTo3eMHUeH
KOJIMYECTBO OCHOBHBIX IHIIEBBIX BEIIECTB M HHEPTUU  JOJDKHO  COOTBETCTBOBATH
PEKOMEHyeMbIM HOpMaM noTpelneHus. B nmutanum aereil mepBoro roja >KM3HU MAaTE€PUHCKOE
MOJIOKO W/WJIM JI€TCKME MOJIOYHBIE CMECH JOJDKHBI OBbITh 3aMEHEHBbl aJalTHPOBAHHBIMH II0
cocTaBy 0e371aKkTO3HbIMU (opMynamu. 11 jJeueHus MaUeHTOB ¢ TaJaKTO3eMuel HCIOIb3YIOTCS
CIELUAIU3UPOBAHHBIE CMECH HA OCHOBE M30JIATa COEBOT0 Oeslka WM BBICOKOTMPOJIN30BaHHBIX
MOJIOUHBIX OenkoB. Taxke MCHOIb3YIOTCSI CMECH Ha OCHOBE CHHTETHYECKMX AMMHOKHUCIOT U
0€371aKTO3HbIE Ka3EeHMHIIPEIOMUHAHTHBIE MOJIOUHBIE CMECH.

Heo0x011MO MOJIHOCTBIO UCKIIIOUUTh M3 pallliOHa NalueHTa JII000i BUA MOJIOKa
(B TOM 4ucie KEHCKOE, KOPOBbE, KO3b€, JETCKUE MOJOYHBIE CMECH M Jp.) U BCE MOJIOYHbIE
IPOAYKTBI, a TaKKe CTporo uszberatb yHOTpeOJIEHUS TeX NPOAYKTOB, Kyda OHHU MOTYT
n006aBiATECS (xJ1€0, BBIIEUKA, COCHCKM, KOJOAChl, Kapamellb, CIaJ0CTH, MaprapuHbl U T.IL.).
3anperiaercs TakKe UCIOJIb30BaHNE HU3KOJIAKTO3HBIX CMECEN M MOJIOKA.

Pan mpooyKTOB pacTUTENBHOIO IPOUCXOXKIEHUS COAEPIKHUT OJMIocaxapuisl -
rajnakTo3ujisl (papguHo3y, cTaxmosy), >)KUBOTHOT'O MPOUCXOXKIACHUS - TIMKONPOTEUHBI, KOTOpPbIE
MOTYT OBbITh MOTEHLUUAIBHBIMU UCTOYHUKAMH raynakTo3s! (I"amakro3umipl: ropox, 000k, dacoib,
YeueBHlla, HYT, LINUHAT, KakKao, MIOKOJaJ. [JIMKONpOTEHHBI: IE€4YeHb, IOYKH, JIMBEpHAs
Koibaca), MOSTOMY OHHM MCKIIOYAIOTCA W3 MHUTaHWsS TAlUEeHTOB JEeTCKOro Bo3pacTa H

OTPaHUYUBAIOTCA B IMTAHUU B3POCIIbIX IMMAIIUCHTOB.



[TpukopM BBOIUTCS B MEpPHUOA OT 4 MECAIECB KU3HU. B MUTaHUU UCTOIB3YIOTCS TOJIBKO
0e3MOJIOUHBIE ~ TPOAYKTHI W Omroma:  OE3MOJIOUHBIE — Kallld, KOTOpPBIE  Pa3BOJST
0e371aKTO3HBIMI/0€3TraJIakTO3HBIMU CMECSIMHU, a TaKXKe OBOIIHOE, MSCHOE M (PPYKTOBOE IIOpE.
Bce MonouHbIe TIPOAYKTHI, BKIIOYAs IEIHHOEC KOPOBHE MOJIOKO, KHCIOMOJIOYHBIC IMPOYKTHI,
TBOPOT, 3aIPEIIAIOTCS K HCIIOIH30BAHHIO Y MAIIMCHTOB C TaJJaKTO3EMHCH.

Bun mepBoro mpukopma ONpeAesseTcs] COCTOSHHEM JKETyJOYHO-KUIIICYHOTO TPaKTa H
HYTPUTUBHBIM CTaTyCOM peOeHKa. DTO MOKET OBITh OBOIIHOE MIOPE M3 HATYypPaJTbHBIX OBOIICH
WU TUIOJIOOBOIIHBIX KOHCEPBOB ISl JIETCKOTO MHTaHUS 0Oe3 M00aBJeHUS MOJoka (U He
MMEIOIINX B cOCTaBe OOOOBBIX) WJIM OE3MOJIOUHBIE KAIlld HA OCHOBE KYKYpY3HOU, PUCOBOM WITH
TPEYHEBOM  MYKH, IS  pa3BeleHUS  KOTOPBIX  HEOOXOJMMO  UCHOJb30BaTh  TY
CHCIMATM3UPOBAHHYIO CMECh, KOTOPYIO TIOJlydaeT peOCHOK. MSCHOW NPUKOPM BBOJIST B
nmutaHue ¢ 6 MecsneB. [IpenMyImecTBO OTMAIOT CICIHMATU3UPOBAHHBIM JIESTCKUM MSICHBIM
KOHCEpBaM TPOMBIIINIEHHOTO BBIMTyCKa, HE COJIEPKAIIMM MOJIOKA U €r0 MPOU3BOIHBIX (KPOJIHK,
IBITUICHOK, HHICHKA U JIp.)

KAKOM IMMPOTI'HO3 ITPU TAJIAKTO3EMHUU?

[Iporno3 3aboneBaHuss HEOMArONMPUATHBIA TNPU  TDKEIOH ¢GopMe | TO3IIHO
JIMarHOCTUpyeMo# ranakro3eMuu. [Ipu paHHeM Ha3HAUYEHUU JUETHUYECKOTO JICUEHUS AETH MOTYT
pa3BuBaThCcsl HOpMaibHO. HO HecMOTpsi Ha ajekBaTHOE JIeYEHHWE C TEepPBbIX THEH >KWU3HU, Y
OOJILHBIX C TaJaKkTO3eMHUEH coxpaHseTcs PUCK (POPMUPOBAHUS OTCPOUYECHHBIX OCIOKHEHUN —
3a/lep>KKH (PU3UYECKOTO Pa3BUTHS, HAPYILEHUsS Pa3BUTHUS peud («BepOajIbHOU AUCIIPAKCUN») U
MOTOPHBIX ~ (QYHKIMH, OCTEOmopo3. Y [I€BOYEK TMOBBIIIEH PHUCK MPEeXIEBPEMEHHON
HEJOCTAaTOYHOCTH (YHKIMHM SIMYHUKOB. Y MHOTMX HaOJrofaercs 3aJepKka pocra B
MOAPOCTKOBOM Bo3pacte. OHaKo nocie mydeprara pocT 0OBIYHO JOCTUTAET HOPMBI.

3amep:Kka TMCUXWYECKOTO Pa3BUTHSA, BBIABISAIONIASACS y HEKOTOPBIX JEeTe ¢
rajlakTO3eMHUeH, MOIYyJarolIUuX TUEeTHUYECKOe JICUCHHE, He TSKeNas; OHA MOKET 0OHapyKUBATHCS
B paHHEM BO3pacTe, HO Yalle CTAHOBUTCS OYEBMJIHON B IIKOJbHBIE TOJbI, KOTJa y peOeHka
BO3HUKAIOT TPYAHOCTH C YTEHHEM WM YCBOeHHMEeM MaremaTuku. IlpubnusurensHo y 18%
JeTell crapiie 5 JeT OTMEYaloTcs JBUraTelbHbIe HAPYIIEHUS B BHUJIE aTaKCHH, HEJIOBKOCTHU
TOHKOW MOTOPUKH, PACCTPOICTB paBHOBECHUS U KOOPIAMHAIIMK; BO3MOXKHO HaJIH4KUe TPEMOopa Mpu
BBITIOJTHEHUH IIeJICHANPABICHHBIX EHCTBUHN, MBIIMIEUYHOU TUCTOHUU. OKOIO TpeTH OONBHBIX C
KJIACCHYECKON TallakTo3eMHel, TONy4aroluX JIeYeHHWe, WMEIOT HapYIICHUsS pEeYd IO THUIY
«BepOANBEHON AUCTIpaKCUUy. Y TaKUX JeTel 3aJiep:KaHO pedyeBOe Pa3BUTHE B paHHEM BO3pacTe,
UMEIOTCS 3aTpPYAHEHUS apTUKYJSIUHM, OeIHbIN crnoBapHbli 3amac. Kartapakra wabmiomaetcs

npubnmsurenbHo y 30% OosibHBIX. Y OOJIBHBIX C TajakTo3eMuel HaOII0AaeTCsl CHIKEHHE



MUHEpAIN3aliid KOCTHOM TKaHM, YTO 4YacTO MPUBOJUT K PA3BUTHIO PAHHETO OCTEONOpo3a U
IIOBBIIIEHHOMY PHUCKY IIEpEIOMOB KOCTEH.

MNPOPUTAKTUKA I'AJTAKTO3EMHUHU

B cewmbe, re ectb OonbHON pebeHOK, umeerca 25% pHUCK MOBTOPHOIO POXKACHUS
OO0JIBHOTO TIPH Ka)XJIOH Mocienyromeil O0epeMeHHOCTH. Y POJICTBEHHHKOB W3 TPYIIBI PHUCKA
TaKKe BO3MOYKHO BBISBIICHHE MYTAllMH, €CIM OHU OBUIM WACHTH(PHUIHMPOBAHBI Y OOJBHOTO
peOeHKa B TaHHOU ceMbe.

Bompoc o mpoBeaeHWM TpeHATATBHOM JIMATHOCTHUKUA TallaKTO3EMHUHM JOJDKEH OBITh
BCECTOPOHHE OOCYXKJIEH C 3aMHTEPECOBAHHBIMU CYIPYKECKUMU MapamMH MpPexae, YeM MPUHATh

OKOHYATCJIIbHOC PCHICHUC, TAK KaK 3a00J1€BaHUe noadacTCs JICUCHUIO.



Hpuioxkenue I'l-I'N. IlIkanbl oueHKH, BONPOCHUKH U APyrue OLEeHOYHbIe
HHCTPYMEHTbI COCTOSHUSA NMALUEHTA, IPUBEJACHHBbIE B KIMHUYECKHX

pPeKOMeH1aiusX

Hem
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