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KaroueBnlie ciioBa

o besnakro3nas/0e3raniakTo3Has queTa

o Tanaktozemus Jlyapre

o Tamakto3o0 -1-pocharypununrpancdepasa
o TanakrokuHasa

o JIHK-guarnocTtuka

o HeoHnaTanbHbII CKPUHUHT

o OsapuanbHas HEIOCTATOYHOCTh

o TortanbHas (00111ast) raJlakTo3a

o Ypumunmudochar-ranakro3o-4-smumMepasa



Cnmcok cokpameHmi

I'AJIK — ¢epMeHT raiakTokuHasza

I"'AJIT — dpepment ranakroso-1-pocharypuaunrpacudepasa
I'AJID — pepment Y IdD-ranakro3o-4-snumepasa (dSruMepasa)
KT — xomnbrorepHast Tomorpadus

MPT — MarHuTHO-pe30HaHCHAs: TOMOTrpadus

HAJI®'H nukotnHaMuinHykiIeoTuaGpochaT

HA/JI'H HMKOTHHAMUAMHYKIEOTU T

Y I®-ranakrosa - ypuauHaudocaTriiroko3a

Y Id-rmoko3a - ypuauHandochaTrirokosa

VY31 — ynapTpa3ByKOBOE UCCIIEIOBAHNE

OATA - sTunenaAnaMUHTETPAYKCYCHAsI KUCIOTa

OKT — snexrpokapauorpadus

Ox0KT - axokapaunorpadus

99T — sanexTposHuedanorpadpus

YVYP — ypoBeHb yOAUTETFHOCTA PEKOMEHIAIIII

Y /I — ypoBEeHb JOCTOBEPHOCTHU JOKA3ATEIbCTB



Tele/IHLI u onmpeacacHus

HeoHnata/IbHbIii CKPUHMHI — MEIUIMHCKAs JUArHOCTUYECKAas TEXHOJOTHS  CIUIOIIHOTO
0€3BBIOOPOYHOTO JTA0OPATOPHOTO OOCIENIOBAaHHMS BCEX HOBOPOXKICHHBIX HAa HEKOTOpBIC 3a00JICBaHUs
oOMEHa BeIIeCTB, NpU3BaHHAs OOECIICYNTh CBOCBPEMEHHOE BBIABICHHE W HAYalo JICYCHUS JCTeH,
UMEIOIINX JaHHbBIC 3a00JeBaHUS, C [IEIbI0 IPEIOTBPAIICHHUS UX WHBAIAIU3AIUH.

OBapuajibHasi HEIOCTATOYHOCTDb — MATOJIOTUYECKOE COCTOSIHUE, KOTOPOE MPOSBISICTCS UCXOIHBIM
OTCYTCTBUEM, CHIDKCHUEM HITH TPEXKICBPEMEHHBIM MPEKPAIICHHEM OBYJISITOPHON M CEKPETOPHOM (DyHKITHH
SIMYHHUKOB.

IIpenaTajbHas THATHOCTHKA IajlaKTO3eMHHM — KOMIUICKCHAS JIOPOJOBAasi TUAarHOCTUKA C IEJIBIO
BBISIBJICHHUSI TallaKTO3EMHUU HA CTAIUU BHYTPUYTPOOHOTO pAa3BUTHS IIyTEM ONPEICICHHUS AaKTHBHOCTH
ranakto3o-1-dpocharypununtpanchepassr (I'AJIT) B KynpType aMHHUOIMTOB, OuONTare U KyJIbType

XOpHOHA.



1. KpaTkas nngopmanus

1.1 Onpenejienue

l'anakTo3emMusi — HACJICICTBCHHOE HapylIeHHE OOMEHA YTIIEBOJIOB, NIPU KOTOPOM B OpraHH3ME
HaKaruIMBaeTCsl M30BITOK TajakTo3bl M €€ MEeTa0oJuTOB (TaylakTo30-l-dochara M TajakTUTOJA), YTO
00yCITOBIMBACT KIMHUYECKYIO KapTHUHY 3a0ojeBaHus M (POPMHPOBAHHE OTCPOUCHHBIX OCIOXKHEHHWH. Tw
HACJIEIOBaHMS TaJTAKTO3EMUH - ayTOCOMHO-PELIECCHBHBIH.

1.2 DTHOJI0rMA M IATOreHe3

I'anakro3a (ot rpeueckoro cioBa gala, galaktos - Moioko) mpencrasisier co6oit MmoHocaxapun - C-4
AMUMEP TJIIOKO3bl, C UJCHTUUYHOM MOJIEKYJISIPHOM (POPMYJIOH, HO C OTIMYHON OT TJIIOKO3bl CTPYKTYpPHOMU
dopmynoit. HecMoTpst Ha G0JbIIOE CXOACTBO MOJIEKYJ TIIIOKO3bI M TaJIaKTO3bI, IPEBPAILICHHE TTOCIICAHEH B
[JIIOKO3Y TpeOyeT HECKOJIbKMX SBOJIIOLIMOHHO-KOHCEPBATHUBHBIX ()EPMEHTATUBHBIX pEaKIHMH, KOTOphIE
IPOTEKAIOT B LUTOIUIa3Me KJIETKM W W3BECTHBI MOJ Ha3zBaHueM nytu Jlemyapa meraboim3Mma ranaakTo3bl
(ITpunoxenue I'1.). T'anakro3a uMeeT BaxkHellIee 3HAUYCHUE /IS POCTA M Pa3BUTHUS JETCKOTO OpraHu3Ma,
TaK Kak SBJSIETCS KOMIIOHEHTOM ITUINU TPYAHOTO peOeHKa, BXO/IS B COCTaB MOJIOKA.

l'anakTo3eMusi OTHOCHUTCS K HACJIEICTBEHHBIM OOJIE3HSM YIIIEBOJHOTO OOMeHa W OOBeIuHSET
HECKOJIbKO TeHETHUYECKH TeTeporeHHbIX (hopM. B ocHOBe 3a0051€BaHMs JIEKUT HEOCTATOYHOCTh OJJHOTO U3
Tpex (EepMEHTOB, y4YacCTBYIOIIMX B MeTaOoJIM3Me TajlakTo3bl: rajakTo3o-l-docharypunnnrpancdepasst
(TAJIT), ranakroxunassl (I'AJIK) u ypuaun-nudocdat (Y P)-ranakrozo-4-snumepassl (I'AJID) (pucyHok
1). I3BecTHBI TpH reHa, MyTallMi B KOTOPBIX MOTYT MIPUBOJIUTH K Pa3BUTHUIO TajakTo3eMuu (Tabnuma 1).

Taﬁ.mma 1 - 'eneTnueckas IreTCPOrcHHOCTD I'aJIAKTO3CMUU

DepMeHT Haszpanue rena Jlokanm3anus rena
lNanakrozo-1-pochar-ypununrpancdepasa (I'AJIT) GALT 9p13.3
lNanakrokunasa (I'AJIK) GALK1 17925.1
Ypunuaaudocdar-ramakrozo-4-smumepaza  (FAJID, | GALE Ip36.11
snuMepasa)

lNanakTo3a urpaer KpailHe Ba)KHYIO pOJIb B OpPraHU3ME YeJlOBeKa. DTOT MOHOCAaXapHJ He TOJbKO
SIBIISIETCS. 3HAYMMBIM HMCTOYHHUKOM DHEPTUU JJsl KJIETKH, OH UTPAeT BaXHYIO MPEOMOTHYECKYIO PpOJib,
CIIY’)KHT HEOOXOJMMBIM TUTACTUYECKUM MaTepuanoM JUisi 00pa30BaHUs TTUKOMPOTEHIOB, TITUKOIUIUIOB H
JIPYTUX KOMIUIEKCHBIX COEAMHEHUH, NCTIOJIb3yeMbIX OPTraHU3MOM JUTsl (JOPMHUPOBAHUS KIETOYHBIX MEMOpaH,

HEPBHOM TKaHWU, HEPBHBIX OKOHYAHWI, MPOIECCOB MHUEIUHU3AIMU HEHpOoHOB H Jp. Hapymenue
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MeTabonu3Ma TallakTo3bl, HaOllloJlaeMoe MpH TajJaKTO3eMHH, HEU30€KHO NPUBOJUT K PACCTPOHUCTBY
(GyHKIIMOHUPOBAHUSI MHOTUX OPTaHOB M CUCTEM OpTraHu3Ma.

OCHOBHBIM HMCTOYHHMKOM TajJakTO3bl Yy UE€JOBEKa SABJAETCA MHIIA. boJplIoe KOJIMYECTBO
NOTPeOJIIEMBIX B TE€UEHHUE JHS MUILIEBBIX IPOAYKTOB (B IEPBYIO OUYEpEab MOJIOUYHBIE NIPOIYKTHI) COJEPKAT
JIAKTO3Y, U3 KOTOPOIl B KUIIIEUHUKE B PE3yJIbTAaTEe FMAPOIN3a 00pa3yeTcs ralakTo3a; HEKOTOpbIe MPOIYKThI
MUTAHUS COJEpKAT rajJakTo3y B UMUCTOM BHJE. Y YeJIOBEKa rajlakTo3a MOXKET 00pa30BbIBATHCS IHIOT€HHBIM
yTeM, TOABISIONICE €€ KOJMYECTBO CHHTE3UPYETCs B Mporecce (HepMEHTATHBHBIX PEAKIUH MEXIY
ypuaunaudocoarrimoko3oi  (YAD-rmoko3oit) u  Y/[d-ramakto3oi, a Takxke B Ipolecce oOMeHa
TJIMKONIPOTENHOB U TJIMKOJIHUITH]IOB.

[TaToreneTnyeckne MeXaHU3Mbl TAIAKTO3EMUU JIO0 CUX IOP MOJHOCTHhIO HE U3y4YeHbl. B pe3ynbrate
HenoctaroyHocTH Jioboro u3 tpex depmentoB — [AJIT, TAJIK wim T'AJID — B KpoBU MOBBIIIACTCS
KOHIeHTpanus ramaktos3sl. [Ipu nedunure aktuBHOocTH (epMmentoB ['AJIT u ['AJID, momumo u30BITKA
rajlakTo3bl, B OpraHu3Me MalMeHTa HAKaIUIMBASTCS TaKKe M30BITOYHOE KOJIMYECTBO TanakTo30-1-docdara,
YTO Ha CErOAHSIIHUNA JEHb CYMTAETCS OCHOBHBIM MATOTCHETUYECKUM (HaKTOpOM, OOYCIOBIMBAIOIINM
OOJIBIIMHCTBO KIMHUYECKUX TMPOSBICHUN TallakTo3eMUd U (OPMUPOBAHHE OTCPOUEHHBIX OCIOXKHEHHIA.
N30bITOK TamakTo3bl B OPraHW3ME MOKET METa0OJM3UPOBATHCS APYTMMU OMOXMMHUYECKUMHU IYTSIMH: B
npucyrctBu HAJI®-H (unm HAJ['H) ona moset npeBpaiaThes B rajgaktuTo. Hakornenue ranakTurona
B KPOBH U TKaHSX U MOBBIIIEHUE €0 SKCKPEIMM ¢ MOUOH HaboJaeTcsl Ipu Beex (opMax raisakTo3eMHuH; B
XpyCTaJIMKE IJ1a3a U30BITOK TaJaKTUTOJA COCOOCTBYET (hOPMUPOBAHHIO KaTapakThl. FIMEIOTCS CBEICHUS O
TOM, YTO BBICOKOE COJIEpKaHHE TaJaKTUTOJIA B TKaHAX MO3ra CIIOCOOCTBYET HAOyXaHUIO HEPBHBIX KJIETOK U
(OopMUPOBAHHUIO NICEBIOOMYXO0JIN MO3Ta y OT/IE€IbHBIX NAI[IEHTOB.

[TaTonornyeckue mporecchl MpH TaJaKTO3€MHU OOYCIOBIEHBI HE TOJBKO TOKCHYECKHUM JEHCTBUEM
YKa3aHHBIX MPOYKTOB, HO U UX TOPMO3SIIUM BIMSIHUEM Ha aKTUBHOCTH IPYTUX (DEPMEHTOB, YIACTBYIOIIUX
B yIIIeBOJHOM oOMeHe ((ocdorimrokomMyTasbsl, TIIOK030-6-pocharaeruaporenassl), CICICTBUEM YETro
ABJISIETCS TUITOTTIMKEMUYECKUN CUHIPOM.

[Ipennonaraercst TakXke, 4TO IMPEAPACIOIOKEHHOCTh K CEICUCY Yy HOBOPOXACHHBIX C TallakKTO3eMHUEN
00yci0BIeHa HHTMOMpPOBaHUEM OAaKTEPULIMAHON aKTUBHOCTH JIEHKOLIUTOB.

1.3 nuaeMuoJorus

YacroTa ramakTo3eMHHM 110 JaHHBIM MaccOBOTO OOCJeI0oBaHUS HOBOPOXAECHHbIX B Poccum
coctaisier 1: 20 000, mpu >TOM mofaBisioliee OOJBIIMHCTBO ClydaeB 3a00jeBaHUs OOYCIOBICHO

myTtanusmu B reae GALT.



1.4 Oco0eHHOCTH KOIMPOBAHUA 3200JeBAHUSA WM COCTOAHNSA (rPpynnbl 32001eBaHUNA HIH

cOCTOSTHU) Mo MeXXayHapoaHO#H CTATUCTHYECKON Kiaaccudukanyuy 00J1e3Heil 1 IpooJem,

CBA3aHHBIX €O 3710poBheM (MKE-10)

E74.2 - Hapymenus ooOmeHa ranakto3sl (HeqocraroyHocTh ranakrokuHassl. ['anakrozemus)

Ipumepol ouacrnosos

o Knaccuueckasa eanaxmozemusi mun I

o Hedocmamounocmo eanaxmoxunaswl - canakmosemust mun 11

o Heoocmamounocmv  ypuounoughocpam-canakmoszo-4-snumepazor  (I'AJID  unu snumepasvl) —
eanaxmoszemusi mun 111

o Hapywenus oomena eanaxkmo3sni

1.5 Knaccudukanus

B ocHoBy coBpemeHHOW Kiaccu(UKAMKM TalaKTO3EMHUH IOJOKEH STHOJOTUYECKHI MPUHLMI.
CymecTByIOT TpH THIIA TaJlaKTO3EMHUH, B 3aBUCHMOCTH OT MMEIOIIETOCS y ManueHTa jaedekra OJIHOTO U3
TPEX OCHOBHBIX ()epPMEHTOB, YUACTBYIOIINX B META00OIM3ME TaJlaKTO3bI:

I. Knaccuueckas - ramakto3emusi | tuma, oOycrnoBieHHas aeguuurom QepmeHTa ramnakto3o-l-docdar-
ypuauntpancdepassl ('AJIT). DToT TUI raJakTo3eMuu TakKe BKIIOYaeT B cebs BapuaHT [yapre.

II. Henoctatounocts ranakrokuHasbl (I"AJIK) (ranakrozemus Il Tuna).

1. Hedunur ypuannaudocdar-ranaktozo-4-snumepassl (I'AJID unm snumepassl) — ramakrozemus 11

THUIIA.

1.6 Knnan4yeckass KAapTHHA TAJAKTO3eMUH

Knaccuueckas eanaxmozemus ( eanakmosemusi | muna)nposensemcs ¢ Heonamanviom nepuoode. Ha
Gone scrapmauBanus MOJIOKOM Y HOBOPOHCOCHHO20 NOABIAEMC PEOMA, ouapesi, MbluleyHdas 2UNOmoHUs,
coHausocmo, ssanocms. Omcymemaeyem npubaska 6 macce meia, HAOIOOAMCA BAl0e COCaAHUe, OMKA3 OM
epyou mamepu, NOAGIAOMCSA U HAPACMAIOM NPUSHAKU NOPANCEHUS NedeHU, YACHO CONPOBOICOAOUWUECs]
euno2uKemMuell, HCermyxou u 2enamocnieHomezaniuell, Hepeoko ommeyaemcs Kposomo4ugoCms Uz mecm
UHBEKUUI.

Haubonee msoicenvim nposisieHuem 2aiaxmozemuu y HOBOPOICOEHHBIX ABNIACMCS CeNcuc, KOmopulii
umeem hamanvrHoe mevenue u yawe ce2o 00YCl08IeH epaAMOMPUYAmMenbHbIMU MUKpoopaanusmamu, 8 90%

cnyuaes - Escherichia coli.



3abonesanue 0bbluHO Manugecmupyem 6 nepavie OHU - Hedeau HCU3HU, ObLICMPO npocpeccupyem u 8

omcymcmeuu JiedeHus Hocum ofcus’Heyzpo:)fcmou;uﬁ xapakmep.

2. JIMarHOCTHKA

2.1 Ka100b1I M aHAMHE3

Cwum. pazznen 1.6 KiinHnueckas kKapTHHA raJlakTO3eMUN

2.2 dusukajabHoe 00cae10BAHHE

Pexomendyemcsi nposedenue cmanoapmuo2o HOOPOOHO20 (DUSUKAILHO2O OCMOMPA NAYUEHMd C
nooospenuem na earakmosemuio [1,2].

Ipu ¢usuxansrnom obcredosanuu Mo2ym 6bime 6blAGNIEHbL: CHUICCHUE MACCHl Meld, UKMepudHocms (
pedice b1IeOHOCMb) KONCHBIX NOKPOBOS, 2eNAMOCNCHOME2AUS, 2EMOPPASULECKULL CUHOPOM, YEeIUYCHUE
0bwvema dcusoma (acyum), He8pPOLO2UHECKAs. CUMRIMOMAMUKA 8bIPANCACICS CUHOPOMOM YeHEeMeHUs.

(peorce 60306yxHcOeHUS).

2.3 JIaGopaTopHas AMATHOCTHKA

HeoHnaranbHbI CKPUHUHT.

Huaecnocmuxa nanpaenena ma onpeoeneHue coOepIUCAHus 6 CYXOM NsAmHe KpoGu KOHYEeHmpayuu
momanvhot (0bwell) 2anakmo3svl nymem HeOHAManbHO20 CKPUHUHSA, NPU NOTONCUMETbHOM pe3yibmame —
onpedenenue akmuenocmu gpepmenma IAJIT u masxcopnoix mymayuii 6 eene I'AJIT (Mccnedosanue ypoehs

2anaKkmo3ssl 8 Kpoeu, Komnnexc uccneoosanuil 01 OUa2HOCMUKU eaﬂakmosemuu).

e PexoMmeHIyeTcsl MPOBEJICHNWE HEOHATAIILHOTO CKPUHUHTA BCEM HOBOPOKICHHBIM JIJISl BBISBIICHUS
HACJIe/ICTBEHHBIX HAPYIIEHUH MeTabomu3Ma rainakrossr [1,3,4,5 6,7].
(YYP-B, Y1 -4)
Kommenrtapuu: ¢ coomsemcmeuu ¢ npuxazom Mumnzopascoypazsumus P® Ne 185 om 22.03.2006
200a «O maccosom 06Cned08anuUu HOBOPOICOCHHBIX Oemell HA HACIeOCMmBeHHble 3A00/1e8aHUNR», 8
Poccuiickoti @edepayuu maccoulti HeOHAMANbHBIU CKPUHUHE HA 2ANAKMO3EMUI0 NPOBOOSAM HA 4-e
CYMKU HCUZHU OOHOUEHHBIM HOBOPONCOEHHBIM U HA T-€ CYMKU JHCUSHU - HEOOHOULEHHbIM OemsiM.

Obpasey kposu (HeCKOIbKO Kaneib) bepym u3 NAmKu HOBOPOHCOCHHO20 HA (ulIbMpPoBalbHblll OJIAHK.



Pexomenoyemcs nposedenue HeoHamanvbHo20 CKpUHUH2d, KOMOPWBIN NO3B0JAem  BblAGUND
eanaxmo3semuio npaxmuyecxku y 100% oemeti ¢ amum 3ab601e8anuem.

Ilpu nomowu ¢hnyopecyenmnozco memooa 6 NAMHAX BbICYUEHHOU KPOBU NPOBOOSAN ONpeodeieHuUe
VPOBHS MOMANLHOU 2AIAKMO3bl, KOMOPbIU NPeOCMAasisiem coO0u CYMMY KOHYEHMPAyuu 2aiaKmo3ul

u eanakmo3so-1-gpocchama (mabauya 2).

Tabauna 2 - OneHka pe3ynbTaToB HEOHATAIbHOIO CKPUHUHIA HA TAJIaKTO3EMHUIO.

Pesynbrar YpOBeHb TOTATBHOMN TaJlakTO3bI B CHIBOPOTKE
KpOBH (MTI/11)

OTtpunarenbHbIi <72

[Torpanununslii (TpeOyeTcs MOBTOPHOE UCCIIETOBAHHE) 7,2-10

[TonmoxuTenbHbIN >10

[Ipu BBISBICHUHM YPOBHSI TOTaJIbHOW TalakTO3bl 7,2 MI/IUT M BBHIINIC PEKOMEHIYETCsl MPOBEICHUC
MOATBEPIKIAIONIEH JUAarHOCTUKHA KIACCHYECKOW TajakTO3eMHH, KOTopas BKIIOYaeT B ce0s
onpexnenenue aktuBHocTu ¢depmenta I'AJIT u JJHK-nuarnoctuky ¢ nenbio BbIsBIEHUS Haubolee
pacnpoctpaHeHHbIXx MyTauuil B reHe GALT u monmumopdnoro Bapuanta JlyapTe, mpuBOASILETO K
CHMKCHUIO aKTUBHOCTH epmenTa [8,9,10,11].

(YYP-B, Y11 - 4)

Kommenrapuii: Onpeodenenue akmusnocmu I'AJIT nposoosm 6 namHax 8vlCyuleHHOU Kpo8U U/uiu 8
yenvHou eenapunuzuposannou kposu, HK-uccredosanue ocywecmensiiom 6 obpasye yenrbHou
Kposu. Bzamue obpasya xkposu ons J[HK-uccneoosanus npouzeoosam u3 nepugepuueckoli 8eHvl ¢
0obasneHuem 8 npodbupxy kouncepsanma — TA unu eenapuna.
Huaenocmuyecku 3nauumvim cuumaemcs cHudicenue akmusnocmu gpepmenma I'AJIT 6 evicyuwieHnvix
namuax kposu < 2,5 E/2Hb, 6 yenvnoti kposu - < 1,3 E/2Hb.

Tloomeepocoarowasn JIHK-Ouaecnocmuxa xnaccuueckoi eanrakmosemuu 6Kaouaem 6 ceds 08a
smana: 1) ckpunune na naubonee yacmole mymayuu 6 cene GALT u sapuanm Jyapme; 2) nonmuwiii
AHANU3 2eHA MEMOOOM NPAMO20 ABMOMAMUYUECKO20 CEKBEHUPOBANUs O/ 6blAGleHUs bonee PeOKUX
mymayuu. Ha nepeom smane naubonee yenecoobpasHo npogedenue noucka cieoyiouux mymayuii 6
eene GALT: p.GInl88Arg, p.Lys285A4sn, IVS3-2a->c, p.Met142Lys, p.Leu358Pro, cocmaensiowue 6

coeokynnocmu 82,1% mymanmusix annenei 6 poccutickou nonyasayuu, u p.Asn314Asp (N314D,
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séapuanm J[yapme). Aneopumm OuacHOCMUKU KIACCUYECKOU 2alaKmo3emMuu npeocmasieH Ha

pucynke 1.
[oBrIICHIIE VPOBHA
TOTATLHON IAIakTO3L]
PIl HEOHATATEHOM
ckpuHNHTEe =72 Mr/an
Onpeaer1eHie aKTIBHOCTI
TAJIT, TecT HA FACTLIE MYTALIII
B rene GALT. sapnant Jyapre
Axtusaocts FAJIT &8 Axrusnocts FAJIT s
BHEICVIIICHHLIX IIHTHAaX Kp()Bll e BEICYINCHHEIX IIATHAX KPOBH
2.5 ETHb, B nensnoii kposn - = 2.5 E/rHb, B neasnoil
1.3 ETHb kposit - = 1.3 E/THb
Jne Oaua Her OaHa et
qacTeie HyacTas HACTHIX qacras HACTHIX
My TaLI MYy TaLs My rauit MV TALEA MV TALIE

y h

I TToanedi anamns reda ]

| |

HaitieHo ase Haiizena
MVTAL OJIHA
MVTALIS

A A A

. [Nereposnrornoe Knaccnmeckas
Kiacenueckan ) ; .
HOCHIC/HABCTBO HUIAKTO3CNILL, IIUIAKTO3ICMIIA
ragTaKToO3CMIIsA
3 Bapnaut Jlyvapre, sapuanr HCRTIOUEHA
OIITREDM )
HOATBEPRACHA Jlvapre TamakrozeMus

Pucynoxk 1. Anroputm moaTBepKIaroOIeil TMarHOCTUKY rajakTo3eMud | Tuma.

2.4 UHcTpYMEHTAIbHAST JTUATHOCTHKA

e PexoMmeHayeTCss BCEM MalMEHTaM MPOBEICHHE YIbTpa3BykoBoro uccienoBanus (Y3M) opranos
OpromrHOM ToNocTH W Touek (YIbTPa3BYKOBOE WCCIEAOBAHWE OPraHOB OpPIONIHON TOJOCTH
(KoMIIIIeKCHOE), YIbTPa3BYKOBOE WCCIICIOBAHME TIOYEK) JJIsi BBIABICHUS TE€Maro-, CIUIEHO- U
Hedpomeranuu, aciura [1,2].
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(YYP-C, YL - 5)

e PekoMmeHIyeTcs BceM — mHanueHTaMm rnpoBejaeHue dnektpokapauorpaduu (OKI) (Perucrpanms
JIEKTPOKAPANOrpaMMBl, PacmmdpoBka, onucaHue U MHTEPHpPETALMsl AJIEKTPOKapIUOorpaduyeckux
naHHbIX, PacmmdpoBka, omucaHue M HMHTEpHpEeTalus JaHHBIX 3JIEKTPOKapauorpaduuecKux
HCCIICIOBAaHMI C MPUMEHEHHEM TEJIEMEIUIIMHCKUX TEXHOJIOTUI) U sxokapauorpaduu (IxoKI') s
OOHapy>KeHHsI MaJIbIX aHOMAJIMi pa3BuTHs cepana [1, 2].

(YYP-C, YIUI - 4)

e PexkoMmeHyercs BCeM —TMAlMEHTaM MPOBEICHHE O(DTATbMOCKONHWH C HCIIOJB30BAaHUEM IIIETICBOM
JIAMITBI JIJIsI BBISIBJICHUS KaTapaKThl U/WJIH APYTOil MATOJIOTHH 3pUTENbHOrO aHanu3atopa [1,2].

(YYP-C, Y] - 4)

e Pexomenayercss mnanueHTaM (IO MMOKa3aHHsM) IpOBeneHHE KomibroTepHOi Tomorpaduu (KT) /
MarHuTHO-pe3oHaHcHOi Tomorpaduu (MPT) romoBHOro Mosra yis ITUArHOCTHKHA OPraHUYECKON
MaTOJIOTHH IICHTPAILHON HEpBHOM crctemsl [1,2].

(YYP-C, YA - 4)

e PekoMeHIyeTcs BCeM MalMeHTaM CTaplie 5 JeT MpOoBeACHUE peHTreHorpaduu (IeHCUTOMETPHH)
ISl IMarHOCTUKH ocTeornoposa [1,2].

(YYP-C, YIUI - 4)

2.5 NHasi AMATHOCTHKA

e PexkoMeHIyIOTCS KOHCYJIbTallMM CIENUAIUCTOB (MO TOKa3aHWsM) TeHEeTHKa, OoQTaibMoIora,
HEBPOIIaToJIOTa, JAMETOJIoTa, KapAuoJsora, Joromnefa-nedekronora, oprornena NalueHTaM ¢
rajakTo3eMuei, UMEIOIINM HapYIIeHHsT (PYHKIMI COOTBETCTBYIOLIMX OPraHoB U cucTeM [12].
(YYP-C, YA -4)

2.6 IuddepeHunaibHast AIMATHOCTUKA

Hpu Hajauduu 'y pe6em<a KIUHU4YeCKUux l’lpOﬂSJZ@HMZZ Klaccu4eckoll 2aiakmo3emu 8 COYemanuil ¢
NOJOHCUMENbHBIM  pE3YIbMAMOM  HEOHAMA/lIbHO2O CKPUHUH2A HA 2AJAKMO3EMUIO U HOpMCl]ZbHOIZ

akmugnocmoio pepmenma I'AJIT npoeooumcsa nouck mymayuii 6 cene GALE, xooupyrowem gepmenm
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ypuounougpocpam-eanakmoszo-4-snumepazy (I'AJ13), ona uckmouenus eanraxmosemuu Il muna. Janee
ougpepernyuanvras OuacHOCmMuKa nPoBOOUMCs C.

O  001e3HAMU, CONPOBONCOAIOUUMUCS NOBLIUUEHHBIM BbLOCNEHUEM CaxXapa (MeIIUmypuamu, CaxapHuim
ouabemom, yucmuHo3om, cunopom Oankonu);

O  OONe3HAMU, CONPOBONCOAIOWUMUCS YBEeUUEeHUEM NeYeHU U JHCelmyXol (cenamum, MmoKCONIAA3IMO3,
enukozero3vl, cunopom Kpuenepa-Hatiapa, nedocmamounocmes 0—aHmumpuncunda, muposuHemus,
mun I, cunopom @amnxonu-buxens, 6oresnv Humana-Iluxa mun C, 6one3nv Bunvcouna, degpuyum
neueHouH020 OenKa - YUMmpUuHa, ne4eHOYHas 2eMaHeUOIHOOMENUOMA U Op.);

O  BDOINCOCHHBLIMU AHOMANUAMU  JHCeNUebleoOsauell  cucmemvl (OMKpuLIMbll  ApaHyues Npomox,
NOPMOKABANBHBIU  WYHM - MeXCOy B0POMHOU GeHOU U HUNCHeU NOJOoU B6eHOU, 2UNnoniazus
BHYMPUNEUEeHOUHOU NOPMATbHOU 8€Hbl, 0OCMPYKYUU OUTUAPHO20 MPAKMA, 8 MOM YUCLe CUHOPOM
Anascuns, npoepeccupyrowuti 6HympuneueHouHblll xonecmas (bonesus Byler);

O MPAH3UMOPHOU 2unepeanraKkmo3semueti, Komopas ommedaemcs npu nO30HeM 3aKpblmul 8eHO3HO20
npomoxka (Ductus venosus) u ucuezaem 6 meuenue 2-3-5 mecayes nocie e2o 3aKpblmus, a makice y
2emepo3ucommuulx Hocumeneu madxcopuvix mymayui 6 2enax GALT u GALE.

Iloomomy ona oughghepenyuanvrol ouacnocmuxku mpedyemcs onpeoenenue 8 CblBOPOMKe KPOGU:
cooepxcanusi obwell 2anraKkmosvl, 00we2o 0Oenka, aibOYMuHa, 2aKO3bl, (QAaAKmMopos C8epmbl8aHusl,
anekmpoaumos, C-peakmusHoz2o 0enxa, npoKaIbYUMOHUHA, AKMUSBHOCMU MPAHCAMUHA3, KOHYEHMpayuu
ounupybouna u e2o gpaxyutl, arbga-ghemonpomeuna U YpOoGHs HCENUHbIX KUCIOM, KUCIOMHO-UET0UHO20
COCMOsIHUA, ONnpeoeneHue Co0epHCAHUsl AMUHOKUCTIOM. Op2AHUYeCKUX KUCIOm, ayuIKapHUMuHo8 U

aMMUuaKa 6 niasme Kposu., buoxumuieckuii anaausz moqu [1,12].

3. Jleuenue

3.1 KoncepBaTuBHOE JICUCHUE

lle]ZbIO Jle4YeHUsl ABIAemcs NOJIHOE UCKIIIOYeHUe NOCMYNIEeHUA 6 OP2ARUIM cAlldKNno3bl C nuu;ezl

e PexkoMeHIyeTcs — TAIMEHTaM BCEX BO3PACTOB JJIMMHHAIMOHHAS JIMETa, IMPEAyCMaTPHUBAFOIIAS
MOYKU3HEHHOE MCKITIOYCHUE U3 pallMoHa MPOYKTOB, COJIEPKAIIUX TajlakTo3y | jJakTo3y [1,13].
(YYP-C, Y[ -5)].
KoMMeHTapuu: Heob6xo0umo noinocmspto UCKIOUUMb U3 PAYUOHA NAYUEHMA 000U U0 MONOKA (8

mom ducie J#CeHcKoe, Kopoeve, Ko3ve, oemckue MONOYHbIE CMECU U 0[7) u 6ce MoJjlo4Hbsle I’lpOdyKWIbl,
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a makaice cmpoeo uzbezamv ynompeobieHus mex npooykmos, Kyoa oHu Mocym 000aenamscs (Xneo,
8bINEUKA, COCUCKU, KOADACHL, Kapamelwb, CIA00Cmu, Mapeapuusbl u m.n.). 3anpewaemcs makdice
UCNONb3068aHUE HUZKOLAKMO3HBIX cMecell U MONOKA.

Psao npooykmoe pacmumenbHo20 RPOUCXOIHCOEHU COOEPIHCUM ONUSOCAXAPUOLL - 2ANAKIMO3UOb
(pappunosy, cmaxuosy), HCUBOMHO2O NPOUCXOHCOCHUS - 2TUKONPOMEUHDL, KOMOpble MO2Yn Oblmb
NOMEHYUATbHBIMU  UCIOYHUKAMU 2AIAKMO3bl  (mabauya 3), NOIMOMY OHU UCKTIOUAIOMC U3
NUMAaHUs RAYUEHMO8 0emCcKO20 803PACMA U 02PAHUYUBAIOMCA 8 NUMAHUU 83POCIbIX NAYUEHINOB.

Tadauua 3 - [IpoayKThl, coaepikaiiye ralakTo3uIbl, 1 00raThle TIUKOIMPOTCHHAMH

I"amakTo3uasl

- 6000BBIC (TOPOX, O00BI, (hacoib, YeUeBUIIA, MaIIl, HYT) - COsI (HO HE U30JIAT COEBOTO OCIKa);
- IIIIMHAT;

- KaKao, IIOKOJIa/I;

- OpEXH.

I'nukonpoTenHbl

- IICYCHbB, MIOYKH, MO3TH U APYTUe CYOIPOITYKTHI;
- IEYCHOYHBIN TAIITET, TUBEPHAS KoJbaca;

B nacmosiwee spemsa ouema ¢ MaKCUMAnbHO CMPOSUM UCKIIOYEHUEM 2ATIAKMO3bL/IAKMO3bl = MO
€OUHCMBEHHBIIL  CNOCOO COKpAmMums HAKONJAEHUe MOKCUYHO20 KOMNOHEHmA - 2anakmo3o-1-
Gocgpama 6 mrkausx nayueHma ¢ KiACCUHECKOU 2anaKmoszemuell u 2aiaKkmumond y nayueHmos ¢
oechuyumom eanaxmorunasvl. Ilpu neckom meveHuu 2anrakmosemuu, 00YCIO8IEHHOU Oehuyumom
VI®-3, 603M02CHO UCNONb308aAHUE HUZKO2AAKMOZHOU OUEMbl 8 COOMBEMCMEUU ¢ 0ONYCIMUMbIMU
KOIUYeCmeamu 2aiaKkmo3sul 8 payuone nod KOHMpoiem ee YyPOGHs 8 Cbl8OPOMKe KPOBU.

Ilpu cocmasnenuu neuebHbIX PAYUOHO8 O/ NAYUEHMO8 C 2ANAKMO3EMUEU KOTUYECMBO OCHOBHBIX
NUWEBbIX Beujecms U IHeP2UU OOJIHCHO COOMBEMCMBOBAMb PEKOMEHOYEMbIM HOPMAM NOMpeDIeHUs.
B numanuu demeil nepoco 200a HCU3HU MAMEPUHCKOE MOJOKO U/UNU OemcKue MOJIOYHble CMeCU
00JIHCHbL OBLIMb 3AMeHeHbl A0ANMUPOBAHHLIMU NO COCMAgy 0e3naKmosuvimu opmynamu. s
Jledenus Nayuenmos ¢ 2aiakmosemueli UCNONb3VIOMCA CHeYudlusuposanHvle CMecu Ha OCHO8e
U30AMA COe8020 OENKAUIU BblCOKOSUOPOIUZOBAHHBIX MOJIOUHBIX 0enkos. Taxoce ucnonb3yiomcs
cMecu Ha OCHOBe CUHMEMUYECKUX AMUHOKUCIOM U 0e31aKmo3Hble Ka3eUHNnpeoOMUHAHMHbLE

MOJIOHYHblE CMecCU
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e PekoMeHIyeTcs MalMeHTaM C TrajlaKTo3eMHel 0e3 pHCKa aJIeprUYecKUX peakluil B KadecTBE
Je4eOHOro MPOAYKTa UCIIONIb30BaTh CMECH Ha OCHOBE M30J1siTa coeBoro oenka [1,3,4].
(YYP-B,YIJ -4).

KommenTapuu: npu ucnonv3osanuu coesvix cmeceii (mabauya 4) 6 numaruu epyoHwiX Oemell
BO3MOICHO NOABNIEHUE ANNEPLUYECKUX PeaKyull Ha 6eNoK COu.
Tabauna 4 - XuMu4eckuii COCTaB M YHEPreTHIecKas IeHHOCTb CMecel Ha OCHOBE M30JI5ITa COEBOT0 Oeska

(ra 100 M1 TOTOBO¥ CMECH).

XHUMHUYECKHUM COCTaB, T aHepreTquCKaﬂ
Hazpanmne cmecn Be Kipot VrneBomh: IIEHHOCTb,
KKaJ
bennakt Cos 1,7 3,4 7,0 65,4
Hytpunak Cost 1,8 3,6 6,7 67
Hytpuinon Cos 1,6 3,5 7,0 66
®dpucocoit 1,7 3,5 7,2 67

B makux cayuasx yenecoobpazno nazuauames cmecu Ha OCHOBE 8blCOKO2UOPONUZOBAHHBIX MOJIOYHBIX
benxos (mabauya 5).
Ta6auna 5 — Xumuueckuil cocTaB U HHEpreTUYecKas IEHHOCTh JeUeOHbIX cMecell Ha OCHOBE

rUApoan3aToB kazenHa (Ha 100 M1 roToBOM cMecH).

DHepreTudeckas
HazBanue cmecu XHUMHYECKHUM COCTaB, T LEHHOCTb,
Oenkn YKUPBI YIJIEBOJBI KKaJt
®puconen AC 1,6 3,5 7,2 66,0
CHUMMIaK U30MUIT 1,71 3,48 7,29 68,0

B 3asucumocmu om cocmosnus pe6em<a 603MOJCHO Cco4YemanHnHoe NnpuMeHerue coesoil cmecu u
cmecu Ha OCHoee zquOJzus'ama xkaszeuna 6 coomuowenuu 1:1. Bozmoorcro npumeHernue

Ka3euHnpeOOMUHAHMHbLIX OE3/1aKMO3HbIX MOJOYHBIX cMecell (mabauya 6).
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Tadauua 6 - XuMUUecKuil COCTaB M SHEPreTHIecKas IIEHHOCTh 0e31aKkTo3HOH MosiouHoM cMmecu (100 Mt

TOTOBOW CMECH).

XUMHUYECKUN COCTaB, T DHepreTuyeckas
HasBanue cmecu [IEHHOCTh, KKaJl
benku JKUPBI YTJI€BOJIbI
Hytpunak 6e3nakro3usiii matoc | 1,4(50 : 50)* 3,45 7,4 66
Hytpuion 6e351akTo3HbIN 1,3(100:0) 3,5 7,3 66

*COOTHOILIEHUE Ka3eWHa U CHIBOPOTOUYHBIX 0eKO0B (%0).

He pekoMeHIyeTcs HCIOIb30BaTh OE3JIAKTO3HBIC MOJIOYHBIE CMECH C MpeoliagaHueM
ChIBOpPOTOUHBIX OenkoB (60% u Gonee) [1,3,4].

(YYP-C, VI - 4)

KOMMeHTapHI/I: YKA3aHHble CMeCU MOo2ym Codepwcamb Cl1e008vle Kou4ecmea 2ai1aKmosbl
Cneyuanusuposannvie 0e31aKmosHvie/6e32a1aKmMo3Hble CMeCU 868005M 6 NUMAHUe NAYUEHMO8 C

eanaxkmosemueli 8 medeHiue 00H020 aH}Z, cpasy nocjiie yCmaHo6/1€eHUs ouazHosa.

PexoMeHnyercsi cTporo 0e371aKkTO3HBIC MPOJYKTHI MPUKOPMA M TIOKU3HEHHAs Oe3JIaKTO3Has JHeTa
marrenTaM ¢ KJacCu4eckoi raimakrosemueii [1,3,4,13].

(YYP-C, VI - 4).

Kommenrapuu: npukopm e6sooumcsi 6 nepuod om 4 0o 6 mecsyes dcusHu. B numanuu
UCNONL3YIOMCS MOJILKO 6e3MOI0UHbLEe NPOOYKMbL U O1100A.; Oe3MOJI0UHbLE KAUU, KOMOPble PA3600SIM
0e31aKkmo3HbIMU/6e32a1aKMO3HbIMU CMECIMU, A MAKJce 080UWHOe, MACHOe U hpykmogoe niope. Bce
MONOYHble NPOOYKMbL, BKIIOUASL YEIbHOE KOPO8be MOJIOKO, KUCIOMOJIOUHbIE NPOOYKMbL, ME0poe,
3anpewaomcs K UCnob308aHUI0 Y NAYUEHMOE C 2alaKmo3emMuell.

Buo nepeozo npuxopma onpedensiemcs COCMOSHUEM — JHCeNYOOHUHO-KUWEYHO20 MPAKma U
HYMPUMUSHbIM CIMAMycom pebenxa. Imo modcem Oblmb 080WHOE NIOPe U3 HAMYPATbHbIX 080Ujell
UU NI0O00BOUHBIX KOHCEPBOB OJil 0emCKO20 NUMAaHus 6e3 000asienuss MoIoKa (U He UMewux 8
cocmase 60006bix) UIU OE3MONOUHbIE KAUU HA OCHO8E KYKVPY3HOU, PUCOBOU UNU 2PEYHe8OU MYKU,
0J1s1 pazeedeHus KOmopulx HeoOX00UMO UCNOIb3068AMb MY CREYUATUUPOSAHHYIO CMECh, KOMOPYIO
noayuaem pebenok. Mscnoi npuxopm 6600sm 6 numarnue ¢ 6 mecsayes. [Ipeumywecmeo omoarom
CReyuanu3sUpOBaAHHbIM OEMCKUM MACHBIM KOHCEPBAM NPOMBIUIEHHO20 BbINYCKA, HE COOePHCAUUM

MOJIOKA U €20 NPOU3BOOHLIX (KPOIUK, YbINIEHOK, UHOelKa u op.) (mabauya 7).
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Taoauna 7 - [I[pumepHbie CPOKU BBEACHUA MPUKOPMA JAETSAM MEPBOTO I'0/1a )KU3HU C rajlaKTO3eMHUEH

[TponykTel u G1r02 Bo3spact BBegeHus npukopma (Mec)
OBo1HOE Mope 4-6
Kamm monounbie -
Kamu 6e3momnounbie 4-6
DpyKTOBOE MIOPE 5-6
Cox GpyKTOBBIHA 5-6
TBopor -
MsicHoe mope 6
Sino (okenTok)* nocse 12 mecsiien
Pri16a 8
Kedwup u gpyrue KuciomMoaodHbIe
MIPOJYKTHI )
Cyxapu, nneueHbe (0ObIUHBIE) -
Cyxapu, neueHse,
(He comeprkaire KOMIIOHEHTOB 7
MOJIOKA)
PacturensHOE Macio 4-6
CnauBouHOE Macio -

* - eNTOK BBOAUTCS nociie 1 roga, He yaiie 2-3 pa3 B HEIEIO

He pexkomenmyercs mammeHTam JTr000Oro BoO3pacTa INPHMEHEHHE JIEKAPCTBEHHBIX IIPENapaToB,
COZIepIKAIMX JIAKTO3Y/TajJaKTo3y, a TAKKE TOMEOIAaTHUYECKUX MPEnapaToB, HACTOCK M CIIUPTOBBIX
JekapcTBeHHbIX Gopm [1,3,4].

YYP-C, YA - 4)

KoMmmenTapum: 1axkmo3za HepeOKoO UCHOIb3Yemcs 8 Kayecmee 6CHOMO2AMeNbHO20 6ewecmsd 6
20Meonamuyeckux J1eKapcmeeHHbIX cpeocmeax. DMAanol mopmMo3um INUMUHAYUIO 2ANAKMO3bl U3

nevyeHu.

PexomeHyeTcsl manueHTaM, HaXOIAIIMMCS B COCTOSHHH METabOJIMYeCKOro Kpu3a, MH(Y3HOHHAs
Tepamusi, HampaBj€HHAs Ha KOPPEKIHI0 BOJHOIIEKTPOJMTHOTO OajaHca, MOIACpKAHUE
HOPMAJILHOTO YPOBHS TJIFOKO3bI B KPOBH, JICUCHHUE THUIOKOAryJISIMH, BOCCTAHOBJICHUE (DYHKITHIA
nedyenu u mouek [1,3,4].

(YYP-C, VY] -4)

KoMMeHTapuM: nokazanuem K uH@y3UOHHOU mepanuu AGISIOMCA SUNO2AUKEMUS, 2UNO0BOIEMUS,
2UNOKOA2YIsIYUsl, 1AOPAMOPHbIE  NPUSHAKU — NEYEHOUHOU U  NOYeHHOU HedOCmamoYHOCmU,
HeOOCMAamoyHOCMb NUMAHUsL (2Unompoghusi).
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Pekomenayercs 3ameHHOe mepenuBaHue KpoBu (Omepanusi 3aMEHHOTO IEPEIMBAHUS KPOBH) B
HEOHATAJIbHOM TEPHOJE IO MOKAa3aHUAM C IeNIbI0 OBICTPOTO YCTpaHEHHs THIEepOMINPYyOMHEMUHU
[1,3].

YYP-C, YA - 4)

KommeHnTapum: noxazanuem K 3aMEHHOMY NEPEIUBAHUIO KPOBU AGNAIOMCA  NOBbIULEHHbIE
noxkazamenu npamo2o Ounupyouna u e2o Oblcmpbli NPUPOCM  (COCMOsAHUe, Y2podcaemoe Hno

pazeumuro OunrupyouHosol sHyeharonamui).

Pexomennyercss aHTHOaKTepHanbHas Tepamuss B COOTBETCTBUU C JIOKAIBHBIMH JIAHHBIMU TI0
4yBCTBUTEIILHOCTH/PE3UCTEHTHOCTH MHUKPOOPTaHM3MOB HW/HIM YyBCTBUTEIBHOCTBIO BBIICICHHON
MHKPOGIIOPBHI HalUeHTaM, WMEIOIIIM odarn MHQEKIUH C LENbI0  IPEAOTBPAIICHUS
pacnpoctpanenus HH(eKIMK 1 pa3sutus cemncuca [1,3,7].

(YYP-C, VI - 4)

Pexomenayercst BceM mamueHTaMm crapiie | roja mpueM B BO3PACTHBIX JIO3UPOBKAX IPENaparoB
kanpius u Konekansidepona** (Buramun D3), He comepkaiiux JIaKTo3y, € HEIbI0 MPOPHUIAKTHKN
octeonopo3sa [1, 14].

(YYP-B,YaJ1-4)

Kommenrapuu: y nayuenmos c¢ eanakmozemuei HAOA00AEMCcs CHUdMCEHUE MUHEPATUIAYUU
KOCMHOU MKAHU NpU OMCYMCMEUU Npuema Npenapamos Kaivyus u eumamuna D, umo uyacmo
npuUeOOUmM K pA3eUmMui0 PAHHe20 OCMEOnopo3d U MNOBbIUEHHOMY PUCKY NepeloMO8 KOCHell.
Ilpenapamul xanvyus u xonexkanvyugepona™* (eumamun D3) nasnauaromcs nayuenmam nocie 1
200a JHCU3HU, KO20A U3 NUMAHUS NAYUEHMO8 UCKIIOYAIOMCA 0e31aKmMOo3Hble CMeCU, ABIAIOUWUXCS

OCHOBHbIM UCMOYHUKAM KAJTbYUl U eUmamuHa D.

3.2 Xupypruuyeckoe Je4eHue

PexomeHyeTcsl HEKOTOpPBIM MAI[MEHTAaM XHPYPTUYECKOe JICUCHHE KaTapakThl IO MOKAa3aHUSM,
0COOEHHO TP TO3IHEH AuarHocTrKe 3aboneBanus [1, 15].

(YYP-C, VY] -4)

KomMmeHTapuu: xamapaxkmol y nayuenmos ¢ 2aiakmo3emuetl Xapakxmepusyiomcs Kak Maivle,

MPAaH3UMOopHbvle UTU HEOHAMAbHbLE U NPOX00sm HA QoHe De31aKkmo3Hol/0e32a1aKmo3HOl Ouenvl,
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00HAKO, 6 OMOEeNbHbIX NO30HO OUACHOCMUPOBAHHLIX — CIVYAAX mpebdyemcs NnpumeHeHue

XUPYDP2UHECKO20 JleYeHUS.

3.3 UHoe JeueHne

e PexomeHayeTcs BceM MAIMEHTaM IICHXOJIOTO-TIEarOrMYecKoe COMPOBOXKICHUE, KOHCYIbTaTUBHAS
MIOMOIIIb JIOTOIIE/Ia, OPTOIIE/Ia, OKYJIMCTA, HEBPOJIOTa (IO MOKA3aHUSIM)
(YYP-B,YII-4)[1,3,4].
KomMmeHTapum: y wexomopvix nayueHmos ¢ 2aiaKkmo3emueli COXpaHsaemcs puck Gopmuposarus
OMCPOUEHHBIX OCNIONCHEHUL — 3A0ePHCKU QU3UYECKO20 pA36UMUsL, HAPYUWIEHUS PA36Umus peyu
(«8epbanbHoOll OUCnpaxkcuuy), MOMOPHLIX QVHKYUL (Amakcus), ocmeonoposa (npu omcymcmeuu
OONONIHUMENbHO20 68E0€HUsI NPENapamos Kaibyus).
3aoepoicka ncuxuuecko2o passumus, 8vIAGIAIOULAACA Y HEKOMOPLIX NAYUEHMO8 C 2alaKmozemuell,
NOAYYAoOWUX Ouemudeckoe JjeyeHue, He MANCeNds;, OHA MOXcem OOHAPYHCUBAMbCA 6 DAHHEM
gozpacme, HO yauje CMAHOBUMCSA OYeBUOHOU 8 WIKOIbHble 200bl, KO20Ad V peDeHKa B03HUKAIOM
MPYOHOCMU C YMeHUeM Uil YCBOeHUueM MameMamuxy. Y vacmu nayuenmoes 603MOHNCHO YMepeHHoe
CHUdICeHUe UHMENIeKMYAIbHO20 PA38UMUsL UTU N1e2Kas YMCMBEHHAsT OMCMAIoCmb. Y HeKomopwix
OMMeuaomes  0sucamenbHbvle HAPYUWIEHUs 6 6ude amaxkcui, Hel08KOCMU MeIKOU MOMOPUKHU,
Paccmpoucme pasHogecust i KOOPOUHAYUU, MbIUEUHOU OUCMOHUU, BO3MONCHO HAIUYUe Mmpemopa
npu BbINOJIHEHUU YeeHanpasieHHblX Oelicmeull. 3a0epiicka peuesoco pazeumus y NAYUEHMO8 C
2anakmosemuell 6 PAHHeM 603pAcme MOXdCem NPOSGISAMbC  3amMpYOHEHUeM aApmuKyIsyul,

00e0HEeHHbIM CLOBAPHBIM 3ANACOM.

e PekomeHayeTcsi MalMeHTaM >KEHCKOro Mojia  HaOJroJieHHe y TMHEKOoJora JUIsl CBOEBPEMEHHOIO
BBISIBJICHHS] HAPYLIEHUI penpoOAyKTUBHON (YHKIUH.
(YYP-B, Y1 -4)[1,3,4].
KommenTapuii: V degouex ¢ knaccuueckoti eanakmosemueli nOGblUEH PUCK HAPYULEHUS NOT0B020

Co3pesarus 6 suoe ZMI’lepZOHCZaOWlpOVZHOZO 2UNO2AHAOUIMA.

4. MeauumMHCKas peaduanTanMsi, MeMIUHCKHE MOKA3aHUs M POTUBONOKA3AHUA K
NPUMEHEHUI0 METO0B PeaduIuTAlNHU
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e PexkoMeHnyOTCS  peaOWMINTALIMOHHBIE MEPONPUSATHUS  IMAlUEHTaAM C HEBPOJIOTUYECKIUMH
HapYIICHUSIMA 110 THUIY JETCKOrO IepeOpanbHOro IMapajindya BCIEJICTBUE OMIMPYOMHOBOM
sHIIe(ATONIATHH WA TOPAKEHUS 3PUTEIBHOTO aHAJIN3aTOpa BCIISACTBUE KPOBOM3IIUSHUS B CETYATKY
ria3a, 4aCTHYHOM arpouu 3puTesbHOro Hepsa [1,3,4].

(VYP — B, VIIJI - 4)

5. [IpodpuaakTuka U JMCIaHCEPHOe HADJIIOAeHUe,MeTUIIMHCKHE TTOKA3aHUsl U
NMPOTUBONOKA3aHHSI K IPUMEHEHHI0 MeTOA0B NPOPUIAKTUKH

0.1 Ilpodpunaakruka

Ipopunaxmuxa exnrouaem meouKo-2eHemuyeckoe Koncyibmuposanue. B cemve, 20e ecmv nayuenm
¢ eanakmo3semueil, umeemcs 25% puck no8mMopHO2o PoxCOeHusi pebeHKa ¢ 2alaKmoszemuell npu Karicooul
nocneoyioueli OepemeHHocmu. Y poOCMBeHHUKO8 U3 2pPYnnbl PUCKA MAKHCEe B03MONCHO GblABIEHUE
Mymayuil, eciu oHu ObLIU UOEHMUDUYUPOBAHDL Y NAYUEHMA C 2alaKmo3eMuell 8 OAHHOU ceMbe.

. He pekoMeH10BaHO pyTHHHOE IIPOBEJCHHUE MPEHATATLHON TUAarHOCTUKYU MPU OEPEMEHHOCTH B
ceMbe, TJIe eCTh MAIMEHT ¢ rajakrozemuei [7,15].

(YYP-C, VI -5)

KomMmenTapmii: npenamanvhas oOuacHocmuxa 3axkioyaemcs 6 nNposedeHuu KopooyeHmesa, Ouoncuu
xopuona 6 10-12 nedenv cecmayuu, amvuoyenmesa — 6 15-18 nedenv cecmayuu. Jlopooosas ouaznocmuxa
2anaKkmozemuu ocyuecmensemcs nymem onpeoeneHus AKMuBHOCmu eanakmo3zo-1-
Gdocpamypuounmpancgepasvr (I'AJIT) 6 kynemype amumuoyumos, ouonmame u Kyibmype XOpPUOHA, d
marxoice memoodamu J{HK-ananuza, nossonsowezo gvisignamos mymayuu 6 2enax GALT u GALE.

Bonpoc o nposedenuu npenamanvHou OuacHOCMuKU 2aiaKmo3emuu 00JdiceH OblMb 6CeCMOPOHHe
00CYHCOeH C 3AUHMEPECOBAHHBIMU CYNPYHCECKUMU NaApamu npexcoe, yYem HPUHAMb OKOHUAMeNbHOe
peuieHue, max Kax 3abonesanue no00aemcs ieyeHuro.

5.2 JlucnancepHoe HAQJIIOAEHUE

e Pexomenayercs BceM MalMeHTaM IIOCJI€ YCTAHOBJICHHS JUArHO3a BCTaTh Ha JHUCIAHCEPHBINH ydeT
JUTSL OCYILIECTBIICHHSI CUCTEMATHUECKOT0 HAOIOACHHUS 3a COCTOsTHUEM 3110poBbsi.[1,3,4].
YYP-C, ¥V -5)
KommenTapuu: IlpoodonsxcumenbHocms cocnumanuzayuu 3a6Ucum om CKOpoCmu 80CCMAHOBNEHUS.
COMAMUYECK020 U HYMPUMUBHO2O CIMAMYCA NAYUEHMA HOPMAIU3AYUU PYHKYUU neveHu u nokazamenetl

Koacyjsloepammsl, 4mo 6 cpeaﬂeM cocmasnsem 21 oenw. Ilocne svinucku u3 cmayuoHapa nayuerm 0oJIdHCen
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HAX00uUmvbCcsi Ha smane amOYIamoOpHO-NOIUKIUHUYECKO20 HAONOeHus )y neduampa/mepanesma,
Hesponamono2a, oQpmanbMono2a, 2eHemuKa, ncuxonoeaa, roeoneoa. Koncynemayuu opyaux cneyuanucmos
HA3HAYAOMCs N0 NOKA3AHUSAM.

o Pekomenayercss BceM NalUeHTaM  KOHTPOJUPOBATH aJEKBATHOCTh MPOBOAMMON Tepamuu C
MOMOIIIBIO ONPEACTICHUs COACPIKAHUS TOTAIBHOM TajakTo3bl (rayjiakro3a -+ ramakro3o-l-¢ocdar) B
CBIBOPOTKE KPOBH C II€JIbI0 CBOEBPEMEHHOM KOppeKiuu auetsl.[1,3,4].

(YYP-B, Y1 -4)

KommenTapuu: Yacmoma konmpons cooepaicanuss 2aiaKmo3swl 8 CbleOPOMKe KPOGU COCMABIIAEN He pedice
1 paz 6 3 mecaya na nepgom 200y dHcusnu, oanee He pedxce 1 paza 6 200. Ilpu smom yposeHb momanbHoU
2aNaKmo3svl He 001xCceH npesvluams 4 me/on. Ha ¢pone beznaxmosnoil Ouemvl 8 meyeHue nepevix mecsayes
JHCUBHU DEeDEHKA B03MONCHO COXPAHEHUE HeCKOJbKO NOBbIUEHHO20 VPOBHS MOMANbHOU 2ANAKMO3bl, 4mo
Modicem Oblmb C8A3AHO C ee AKMUBHbIM Ouocunmezom uz Y/ [d-2noko3ul.

o PekoMenayercss BceM mNalMeHTaM €XeroJHas IPOXOAUTh YINIYOJIEHHYIO AHUCIaHCEpU3aIUio B
YCIOBUSX THEBHOTO CTAallOHApa C LIENbI0 CBOEBPEMEHHOTO BBISBICHHS HapyHICHUH ()YHKIIMOHUPOBAHUS
opraHoB u cuteMm [1,3,4].

(YYP-C, ¥ -4)

KomMmeHnTapuu: npebviganue 6 OHe6HOM CMAyUoOHape NO360JIsien OCYWEeCmEIAmb KOHMPOIb QYHKYUU
neuenu (buoxumuueckuti anaius kposu, Y31 opeanos doprownoii nonocmu u op.), nokasameinei gpocghopHo-
Kanibyueeoeo 00OMeHa, YelyONeHHblll OocMomp  ohmanbmonoea, npu HeobXo0UMOCmU NpoedeHuUe
anexkmposnyeganocpagpuu (3301, netipopaduonocuueckoeo obcredosanus (MPT/KT), peabunumayuonmvix
Meponpusimuii.

Hesouxam c 12-n1emmuezo 8o3pacma pekomeHOyemcs yibmpaszeyko8oe Uccie008aHue opeanos mMauio2o
masza (¥Yaempaszeykoeoe ucciedosanue opeanog mMano2o masza (Komniekchoe)) 1 paz é 200 0ns oyeHKu
COCMOANUSL AUYHUKO8 U COOMBEMCMEBUSL UX PAMEPO8 803PACMHbIM HOpMam. Tlpu eviasnenuu nepeudHoll
ameHopeu peKomeHOyemcs HaON00eHue SUHEeKO0N02d U IHOOKPUHONO02A U HA3HAYEHUEe 3aMecmumenbHoll
20pMOHANLHOU mepanuu 0eeoykam ¢ 15-nemnezo eospacma.

o Pexomenayercst BceM naipieHTam crapiie 5 net 1 pa3 B 2 ro1a IpOBOJUTH PEHTI€HOAEHCUTOMETPHUIO
ckenera (Penmeenooencumomempus, Penmeenooencumomempusi NOSACHUYHO20 Omoeld NO360HOYHUKA,
Penmeenodencumomempus npoxcumanvhoeo omoena 6eopenHou Kocmu, Penmeenodencumomempus

JIy4esotl Kocmut) TS BBISBJICHUS MPU3HAKOB ocTeornopo3a [1,3,4].
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(YYP - C, VA - 4) Pexomenayercst oOy4uTh poMTENEH MAIMEHTOB C TajaKTO3eMHEH IpaBHIIaM

opraHu3alvi OUCTOTCpAllMM MW KOHTPOJIA 3a aACKBATHOCTHLKO €C IPOBCACHHUA C ILCJIbIO ITOBBINICHUA

s¢dextuBHOCTH eueHus [1, 3,4].

(YVP - C, VIUI - 4)

6. Opranusanusi OKa3aHusl MeIUIMHCKON MMOMOIIH

ITokazanms JJIA IUTIAHOBOM rocrnyraid3alni B MCAUIUHCKYIO OpraHu3alno:

1.

MMPOBCACHUC NHUATHOCTUKU n JICUCHMUA, Tpe6y10m1/1e MMPpOAOJIKUTCIILHOTO (I[HCBHOG NI
KPYIJIOCYTOYHOE  MpeObIBaHWE) MEAWIMHCKOTO HAOMIOACHHWS W  MOHHUTOPUHTA  KJIMHHUKO-
1ab0paTOPHBIX MOKa3aTeNeH;

HEOOXOJMMOCTh TIPOBEIICHHSI PA3IMYHBIX BUIOB JKCIIEPTH3 WM OOCICIOBaHUS B MEIUIIMHCKOM
OpraHu3alii TP HEBO3MOXXHOCTH TPOBEICHUS MX B aMOYJIaTOPHBIX YCIOBHSX (B TOM 4YHCIE

odopMIIeHHE 3aKITIOUeHUs (eepaTbHOr0 KOHCHIMYMa/BpaueOHO KOMUCCHUH).

ITokazanus JJIA 3KCTpCHHOI71 rocnuTajgrn3allui B MEAUIUHCKYIO OPraHu3alnuio:

1.

OCTPBIC YI'pOXKAOMIUEC NI KU3HU U PA3BUTHUA OCJIOJKHECHUM COCTOsIHUA, Tpe6y10u1ne HCOTIIOXKHOI'O
JICYCHHUA, B TOM YHCIIC WHTEHCUBHOMU TEepalru, a TaKKC KPYITIOCYTOUYHOI0O MCEIUIHUHCKOI'O

Ha6J'[IOI[CHI/II/I U MPOBCACHUA CIICHHUAJIBHBIX BUIOB O6CJ'I€I[OBaHI/I${ " JICUCHUA.

ITokazaHus K BBEITIMCKE nanueHTa U3 MCHHHHHCKOﬁ opraHu3alnyvu:

1.

OTCYTCTBHE YIpO3bl U1 JKU3HM TAlME€HTa W YIrpo3bl pPa3BUTHS OCIOKHEHMUH, TpeOyrommx
HEOTJIOKHOTO JIEYEHHUs] [TPH 3aBEPILIEHUE TUArHOCTUYECKUX MEPOIPUATHH.

cTaOuan3anusi COCTOSHHUS M OCHOBHBIX KJIMHHMKO-TAa0OpAaTOPHBIX IOKa3aTellel MaToJIOrMYecKoro
npolecca, OTCYTCTBHE HEOOXOJUMOCTH B IIPOJOJKUTEIBHOM MEIUIIMHCKOM HAOII0EHUH (JTHEBHOE
WIN KPYIJIOCYTOUHOE MPeObIBaHUE);

HE00X0AMMOCTh TEpeBOJia OOJBHOTO B JPYTylH0 MEIUIIMHCKYIO OpPTaHU3allUI0 WIH YUpexIAeHue

COIMAIBHOTO 00ECTICUEHMS.
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7. lonosiHuTeIbHASE HH(POpMAKS (B TOM Yucjae GaKTOPBbI, BIUSIOIINE HA HCXO/

3200/1eBAHUSAUJIN COCTOSTHUA)

Ha HUCXO0a U TCUCHUEC 3a00JIeBaHUsI BIIUSAIOT CPOKH YCTAaHOBJICHUA IWarHo3a CBOCBPECMCHHO U
AZICKBATHO Ha3HAUYCHHAA JUCTOTCPAIINA U MCPOIIPUATUA HEOTJIOKHOU IIOMOIIIH (nepeJmBaHHe KpOBH,
KpOBE3aMEHUTENeH, HHPY3NOHHAS TePaTIHs).

[Iporno3 3aboseBaHusi HEOJArONMPUATHBIA TPU TO3JHO JUATHOCTUPOBAHHOW TSDKEIOW ¢opme
TraJIaKTO3€MUU (B CBA3U C OTCYTCTBHUEM ITPOBEACHUA CKpI/IHI/IHFa). HpI/I paHHEM Ha3sHA4YCHHU AUCTUYCCKOI'O

JICHCHUA J€TU MOT'YT Pa3sBUBATLCS HOPMAJIBHO.
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KpnTeplm KavYeCTBa OKas3aHusdA Me[lI/IIII/lHCKOﬁ nmoMomM a€eT#AM C rajakro3eMmuen

Tadauua 8 - OpraHu3anmoOHHO-TEXHUYECKUE YCIIOBHS OKa3aHUsI MEIUIIMHCKOM TTOMOIITH.

Bua MmeagunuHcKoO# NOMOIIHA

CHGL[I/IaJII/I?;I/IpOBaHHaSI MCIUIMHCKAasA ITIOMOIIb

Yci10BuA oKka3aHus
MEINIUHCKON MOMOIIH

CraunoHapHO / B JTHEBHOM CTaI[lOHApe

®opMa OKa3aHUA
MeIMUIMHCKOI MOMOIIU

IImanoBas

Tadauna 9 - Kpurepuun kauecTBa OICHKA METUIIMHCKOMN ITOMOIITH

Ne | Kpurepun kayecrsa

Yyp

YA

1 BrinonHeH HeoHaTaNbHBINA CKPUHUHT (ONpEACIICHUE B

TOTAJILHOM TaJlaKTO3bI B CYXOM IISITHE KpOBI/I)

2 BrImonHeHO B34THE KPOBHU IS TIOITBEP K AAFOIICH B

JIMATHOCTHUKW W HA3HAYCHUE
0€3JIaKTO3HON/0E3rajlakTO3HOU JUETHI

3 BrinonHeHo onpeienenrue akTHBHOCTH (hepMeHTa C

ranaxkTo30-1-hocharypununrpancdepassl C MeNIbIO
MpeHaTaJIbHON JUarHOCTUKHU HAapyLICHUs] OOMeHa
rajlakTo3bl (FaJIaKTO3eMUN ) TIPU HATMYUU TIOKa3aHHH
Y OTCYTCTBHMH MPOTHUBOMOKA3aHUH.

4 Brinmonaeno OIMPECACIICHUC YaCThIX MYTaI_II/Iﬁ T'CHOB B

GALT (vyramu Q188R, K285N, N314D)

5 [TpoBeneHo nucnancepHoe HAOIIOICHHUE Y C

PO UIHHBIX CIEINATUCTOB
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IIpunoxenne Al. CocraB palGoueil rpynnbl 1o pa3padoTke HW NepPecMOTPY
KJIMHMYECKHUX PeKOMeH AUl

bapanoB A.A. — nouerHslii mnpe3uaeHT Coro3a neauatpoB Poccuu, coBeTHuk pykoBoautens HUN
nenuatpun U oxpansl 310poBba AeTed LIKb PAH, rinaBHbli BHEIITATHBIM CIENHAIMCT Nieauatp MuH3apasa
Poccun.

BopoBuk T.J. — n.M.H., mpod., 3aBeayomas 1adopaToprel MUTAHHUS 370POBOrO M OONBHOTO peOeHKa
OI'AY HMUL 3p0poBbs nereit M3 P®, unen EBponeiickoro o0mecTBa OETCKHX TaCTPOIHTEPOJIOTOB,
remnatojoros u Hyrpunuooros (EPSGHAN).

BymryeBa T.B. — 1.M.H., , BelIyllli ~ HAy4YHBIA COTPYIHUK JIa0OPATOPHH MHUTAHUS 3J0POBOTO M OOJBHOTO
peoenka @DI'AY HMMUL[ 3mopoBes aereit M3  P®, wuynmen Espomeiickoro oo0miectBa JETCKUX
racTPO’HTEPOJIOTOB, I'enaTosI0roB 1 Hyrpunuoiaoros (EPSGHAN).

Kypxosa H.B. — k. M.H., Bexymuii Hay4HBIll COTPYAHUK JTAOOPATOPHU MOJIEKYJISIPHOW T€HETHUKHU M KICTOYHON
ouonmornn PI'AY "HayuHbplii MeIUIIMHCKHI WCCIENOBAaTEIbCKUM MEHTP 3A0poBbs nereil’ M3 PO, unen
Poccuiickoro o0miecTBa MEAUIIMHCKIX T€HETUKOB.

3axapoBa E.FO. — n.M.H., nipod., 3aBenyromas jadopaTopueil HacleACTBEHHbIX Oone3nelr oomena ®I'BHY
"MenuKo-reHeTHYecKuil Hay4yHblid neHTp uM. Axkanemuka H.IL.boukopa", unen Poccuiickoro obiectBa
MEIUIMHCKMX T€HETUKOB, YJIEH €BPONEHCKOro oOIIecTBa M0 M3YYEHHIO HACJIEACTBEHHBIX OOJe3Hel oOMeHa
BertectB (SSIEM).

3BonkoBa H.I'. - K.M.H., cTapmiuii Hay4HBI COTPYAHHUK JIaOOPATOPUH IMUTAHUS 30POBOTO M OOJIBHOTO
peberka PI'AY "HaydHbIi MEIUIIMHCKUN HCCIICIOBATCIIbCKUIA IIEHTP 310poBbs jaereil” M3 P®, wien
EBporieiickoro o0mecTBa JETCKUX TacTPOIHTEPOIIOTOB, rematonoroB u Hyrpuitonoros (EPSGHAN)
Ky3zenkoBa JI.M. - a.M.H., pod., 3aBeayromasl OTIACICHHEM TCUXOHEBPOJIOTHH U TICUXOCOMATHUYECKOU
natojorun ®I'AY "Hay4dHblil METUIMHCKUI HCCIEI0BATEIbCKUI LEHTP 310poBbs neteil” M3 PO

Kyues C.U. — unen-kopp. PAH. npod., 1.M.H., mpe3ugeHT Acconuanui MeIUIIMHCKUX TeHETHKOB Poccun,
YJIeH Mpe3uanyMa rpasieHus Poccnuiickoro o0mecTBa MEIUITMHCKIX TEHETHKOB

Hama3zoBa-bapanoBa JI.C. - mpesument Coroza mnemuatpoB Poccum; mact-npesugaent EPA/UNEPSA,;
pykoBogutens HWW neamatpum u oxpansl 310poBbsi gereir LIKb PAH, 3aBenyromas xadeapoit

daxkynbTeTcKoil nmeauatpun nexuarpuueckoro ¢akynsrera @PI'BOY BO «PHUMY um. H.U. Tluporosa»
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10.
11.

12.

13.

MunznpaBa Poccum, TJaBHBI BHEIITATHBIA JETCKUH CIEUUATUCT IO NPOPUIAKTHUYECKON MEIUIIMHE
Munsapasa Poccuu

Hukonaesa E.A. - 1.M.H., npod., wien Poccuiickoro o0miecTBa MEIUIIMHCKUX T€HETUKOB

IymkoB A.A. - k.0.H., B.H.C. JJaOpaTOpUN MOJICKYJISIPHOW TCHETUKUW W KJIeTOYyHOH Ouonornu DPIAY
"Hayunblii METUIIMHCKHA HCCIIEIOBATENbCKUH TIEHTP 310poBbs Aeteil” M3 PO, unen Coroza nequatpor Poccun.
CaBoctbsinoB K.B. - k.0.H., 3aBenyromiuii 1aboparopreil MOJICKY/ISIPHOM T€HETUKH U KIIETOYHOU OMOIOTHH
OI'AY "Hay4Hblil MEUIIMHCKUN HCCIEA0BATEIBCKUM IIEHTP 3/10pOoBhsa AeTeit" M3 P®D, unen Coro3a neauaTpos
Poccun.

Cemsiuknna A.H. —1.Mm.H., uneH Poccuiickoro o0OmiecTBa MEIUIIMHCKUX T€HETUKOB

Asmopwvl noomeepaicoarom omcymcmaue QUHaAHCco80U NOOOEPIHCKU/KOHDIUKMA UHMepPecos, KOMopblil

Heobx00uMo 0OHapoO06ams.
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Ipuiaoxenue A2. MeTom0s10rusi pa3padoTKu KINHUYECKHUX PEKOMEHIANH

HeseBasi ayTuTOPUS JAHHBIX KIMHHUYECKUX PeKOMeEHIAMii:
neauatpsl (ko cnenuaibuoctu 31.05.02),

reretuku (kox cnenuaibaoctu 31.08.30),

nuetosoru (ko cnenuaabHoctu 31.08.34),

Hespostoru (kox creransHocth 31.08.42),

MEIUIMHCKHUE rcuxotord (ko crerransHocTr 19.00.04),
nedexronoru (kox cnenuansaoctu 44.03.03),

CTYIEHTbI MenulunHCKUX BY30B, opauHaTops!.

MeToabl, HCTIOJIL30BaHHBIE J1JIs1 cOOpa/cesIeKIIUN I0Ka3aTe/IbCTB:
MTOMCK B 3JIEKTPOHHBIX 0a3ax JaHHBIX.

Onucanue METOA0B, UCITOJb30BAHHBIX JIfA cﬁopa/ceﬂekunn A0Ka3aTe/IbCTB:

J0Ka3aTeIbHON 0a30il A1 pekoMeHAaluui sBIsoTCS NyOnukanuu, Bomeamue B KokpaHoBCKyro

6ubnuoreky, 6a3pl nanubix EMBASE n1 MEDLINE. I'ny6una noucka coctasisiia 5 Jer.

Metoabl, HCIIOIb30BAHHbIE JJIsl OLCHKH KA4eCTBAa U CHJIBI 10Ka3aTelbCTB:
o KoHceHcyc 3kcnepTos;

L4 OI_IGHKa 3HAYUMOCTH B COOTBCTCTBHUH C peﬁTHHFOBOfI CXEMOM.

Tabéauna 1.Illkana oumeHKM YpoBHEW JO0cTOBepHOCTH jokazarenbcTB (Y/)ans meromos

JUAarHOCTUKHU (I[I/IaFHOCTI/I‘-ICCKI/IX BMCHIaTeJ'II)CTB)

YA Pacuu¢pposka

1 Cuctematnueckue 0030pbl  HCCIEIOBAaHMM C KOHTPOJIEM peQepeHCHBIM METOA0M WM
cUCTeMaTU4YecKHii 0030p paHAOMH3UPOBAHHBIX KIMHUYECKHUX HCCIEAOBAaHUNM C MpPUMEHEHHEM
MeTa-aHajIn3a

2 OtnenpHBIE  UCCIENOBaHUS C  KOHTPOJIEM pePEepeHCHBIM METOJIOM WM  OTAENIbHbIE
PaHIOMU3UPOBAHHbIE KIMHUYECKUE HCCIIEIOBAaHUS U CHUCTEMAaTHYeCKHE 0030pbl MCCIETOBAHHM
mo0oro au3aiiHa, 3a HUCKIIOYEHHEM pPAaHJOMM3UPOBAHHBIX KIMHUYECKUX HCCIEJOBAaHHUM, C
MIPUMEHEHUEM MeTa-aHau3a

3 HccnenoBanust 6e3 mocinegoBaTeIbHOIO KOHTPOJS peepeHCHBIM METOJIOM WIJIM HCCIIEIOBAHUS C
peepeHCHBIM METOJIOM, HE SBJISIOIIMMCS HE3aBHUCUMBIM OT HCCJIEIyeMOro MeToJa WM
HEPaHIOMU3UPOBAHHBIE CPAaBHUTEIIBHBIE UCCIIE0BAHUS, B TOM YHCIIE KOTOPTHBIE NCCIIEI0OBaHUS

4 HecpaBHuTtenbHbIe Hcciie10BaHUS, ONMCAHUE KIIMHUYECKOTO CyYast

5 Nmeercs nuib 000CHOBaHME MEXaHU3Ma JICHCTBUS WIIM MHEHHE SKCIIEPTOB
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http://yandex.ru/clck/jsredir?from=yandex.ru%3Bsearch%2F%3Bweb%3B%3B&text=&etext=1222.iINsljeG_q1wXDX1eCBpPnSKG-9SZldTHRXRTjQIiIAtk0QAwdHEgGfcy-9NrjF_bxaqckx4a8RlJjE-HI1Pkw.413543f0b83f1ed4dbe5ed5faca68add6ca62708&uuid=&state=PEtFfuTeVD5kpHnK9lio9aJ2gf1Q1OEQHP1rbfzHEMvZEAs4QuMnSA&data=UlNrNmk5WktYejY4cHFySjRXSWhXSzU1TjczMFFpaDFoSUZmT0lOOFRoX0p6X0VCdkphdGV0ck5hRmdHOWU5VEc4TnZvUjJ0WFB3NTJrdUVJUUI2QTF6U2ZVdUlhWnU5dF93U1N2eFNYZjloMlIzbUE0a2RGVXVLQ1NNZ0R6Q2hJaHY2eFVKSFpzSlRYejlKMjcxUXFBOW5aUGhfMnZJUW5feTZwc1E0bmdQQlVLdnNXWWhtLU13RFVsY1c2MXJ0YS03Sy0yS1kzOTFHbU9VTFhlZjQ5dw&b64e=2&sign=d495c5a89956c1f00bcb1fa6df50f6ad&keyno=0&cst=AiuY0DBWFJ5fN_r-AEszk4ehSe8fxU6ZAkdL8sRqriVB2JnyVClldWME3qasdrOGDViexIx-4mNOrJnkNmI3XF0ncWkJaTSDjfnL_5yyJFQ2hdzcaO6YmLI3zr68_qC2vna2-Jolar7cwx-JeV32MlyEMenRGHJ0emLK3cQdPWwXrgDuczFMA2-OslUQesUhmIjSb92Um5-_pzkX8lTm5ouLauT41X3XewR4N47MvWNt63EjO8i9AwuJvxZ8y6arpdUqe4oQCYcZNLkenhpbgY0tzObgTxtPJPVp0RC6ESXLu11eATfIwSpi6YpRpPLO7jSrqnZRhoUrysa04EgJC5n3HeirX4Tm0NIWteHe5vq5k4iRVV3jgBoymYDTcFS4TDWtQg2Rz1-jlyXeh3uy463m2cd1xgGE1j2IqojbPjEQ_oPEn10DzrcItDPKuBrWcMWKMBRrwl_NzBBCaFUrx0PJoL27OXMzHRt1MTkSL1GTLnZWb-OUYP8y-I0dZnymwFRDUCSitt8J3AzRLQMV9zVOTcj5YJehLsBHqmKbMqxAbc4OVBPfx2GLBd10-r-42YkIsoMGAR9kFt4qrGm13tCoK8op-NEQfgpfD0PEXcO6c7AsFqfimaaT1TPhdgHm&ref=orjY4mGPRjk5boDnW0uvlrrd71vZw9kpjFOc-jDymv14nLR1eak5K2VZi7zhpMJvJqEMaqsWxGw2v_EdBqOBI1eOhvm5OVlyY0Xl88V9Fm20288FvvaXqy0cxkeHrMnZwqK0xVeb9Zw&l10n=ru&cts=1477578363849&mc=5.1720910770823485

Metoabl, HCTIOIb30BAHHBbIE JIS1 AHATU3A 10KA3aTeIbCTB:

. O030pHI OMTyOTMKOBAaHHBIX METa-aHAIU30B;

o Cucrematudeckrie 0030pbI ¢ TAOIUIIAMU JTI0KA3aTEIBCTB.

Onucanue MeTO10B, MCIOJIb30BAHHBIX /ISl AHAJIN3A 10KA3ATEJIbCTB:

[Ipu otOope myOnukanuii Kak MOTEHIMAIbHBIX HMCTOYHUKOB JI0Ka3aTEJIbCTB HCIIOJIb30BaHHASA B
Ka)KJOM HCCIICZIOBAHUN METOJOJIOTUS U3y4aeTcs ISl TOro, YTOObl yOeAUThCs B €€ BaluAHOCTU. PesynbTar
U3yUYeHHsI BIMAET HA YPOBEHB JI0KA3aTEIbCTB, IPHUCBAUBAEMBIN MyOIMKAIIUU, YTO, B CBOIO OUEpPEb, BIUSET
Ha CHJIy BBITEKAIOLUX U3 HEE PEKOMEH AU,

Ha mpouecce omeHKH, HECOMHEHHO, MOXET CKa3bIBaThCi U CyObeKTHBHBIA (aktop. s
MUHUMU3ALUN TOTCHLUUATBHBIX OIIMOOK KaXkJI0€ HCCIeI0BaHWE OIICHHBAIOCh HE3aBUCHMO, T.€. IO
MEHbIIEH Mepe IBYyMsl HE3aBUCHMbIMHM wieHamu paloueill rpynnbl. Kakue-nuOo pasnnuus B OLEHKax
o0cyXJanuch yKe BCEell Ipynmnod B IMOJHOM cocTaBe. [Ipy HEBO3MOXKHOCTH JOCTMKEHMsI KOHCEHCyca
MPUBJIEKAJICS HE3aBUCUMBII SKCIIEPT.

Tadoauubl 10KA3aTEJILCTB:

TaGnuier 1OKa3aTeNnbCTB 3aNOTHITUCH WICHAMH paboueil rpyIbI.

Mertoabl, cTO/Ib30BaHHBIE 1Jis1 GOPMYIMPOBAHUS PEKOMeEHAALHIA:

KoHcencyc akcnepTos.

Tabauna 2.Illkana oOulEHKM YpOBHEW JOCTOBEpHOCTH jokazarenbcTB (Y/J)ans meromos
NpOoPUIAKTUKH, JiedeHUs U peadbmwiutanmuu (MpoUIaKTHUYECKUX, JIEYEOHBIX, pPEadMINTAIIMOHHBIX

BMEUIaTEIbCTB)

YA Pacuugposka

1 Cucremaruueckuit 0630p PKU ¢ mpuMeHeHreM MeTa-aHaln3a

2 Otnensapie PKM u cuctematudeckue 0030pbl MCCIEAOBAHUM JIFOOOTO AM3aiiHa, 32 MCKIIOYEHUEM
PKU, c npuMeHeHHEM MeTa-aHaIn3a

w

HepaHI[OMI/ISI/IpOBaHHI)Ie CPaBHHUTECJIbHBIC UCCIICAOBAHN, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HecpaBHutenbHbIE WCCIEAOBAaHMS, OMHCAaHUE KIWHUYECKOTO CIIydash WM CEPUH  CIIydaes,
MCCJIEIOBAHUS «CITYYaii-KOHTPOJIb)

5 Hmeertcs nuiis 000CHOBaHNE MEXaHU3Ma JIEUCTBUSI BMELIATENbCTBA (JIOKJIMHUYECKHE HCCIIeI0BaHU)
WJIM MHEHHUE SKCIIEPTOB

Ta6aunma 3.10kana oneHkH ypoBHeH yOenutenabHOoCcTH pekomeHmauui(YVYP) mns wmetonos
npoUIaKTUKY, JUArHOCTUKH, JIeUeHHs] M peabunurtanuu (MpopUiIaKTUYECKUX, JUArHOCTHYECKUX,

Je4eOHBIX, peaOMITUTAIIMIOHHBIX BMEIIATECIIHCTB)

30




Yyp

Pacuugposka

CunibHasi pexkoMeHgaiust (Bce paccMarpuBaeMble KpuTepun 3SG(HEKTUBHOCTH (MCXOJbBI)
SIBIITFOTCST BRXHBIMHU, BCE HCCIICIOBAHUS HMEIOT BBICOKOE WIIM YAOBIETBOPUTEIHHOE
METOOJIOTMYECKOE KayeCTBO, WX BBIBOJBI TI0 HWHTEPECYIONIMM HCXOJaM SBJISIOTCS
COTJIACOBAaHHBIMHU)

VYcnoBHas pekoMeHaius (He BCe paccMaTpuBaeMbie KpUTEPHH (P(HEKTUBHOCTH (MCXOIbI)
SIBIITFOTCST BOKHBIMH, HE BCE HCCIEAOBAHUS HMMEIOT BBICOKOE WJIH YIOBJICTBOPUTEILHOE
METO0JIOTMYECKOE Ka4eCTBO M/MJIM UX BBIBOJIBI 110 HHTEPECYIOIIMM UCXO0JIaM HE SIBIISIOTCSI
COTJIACOBAaHHBIMMU)

Cnabas pexkoMeHgauusi (OTCYTCTBHE [OKa3aTelIbCTB HAAJIEKAIEro KadecTBa (Bce
paccmarpuBaeMbie Kputepur S(H(OEKTHBHOCTH (MCXOJbI) SBISIOTCS HEBAKHBIMHU, BCE
HCCIIEIOBAHUSA MMEKOT HHU3KOE METONOJOTMYECKOE KAauyeCTBO M MX BBIBOABI IO
HWHTEPECYIOIINM HCX0JIaM He SIBJISIFOTCS] COTIACOBAHHBIMH )

IMopsinok 00HOBJIEHUS KIMHUYECKUX PEKOMEHIal.

MexaHu3M OOHOBJIEHHS KIMHUYECKHX peKOMeH,Z[aI_II/Iﬁ npeaycMarpuBacT HUX CHCTCMATHYCCKYHO

AKTyaJIn3allui0 — HC PEKEC 4YEM OJMH pa3 B TPpHU roaa,a TakKKC IPU MOABJICHUMW HOBBIX HJAHHBIX C IMO3HMIHUU

I[OKEBaTeJII)HOﬁ MCIUIUHBI II0 BOIIpOCaAM JUArHOCTHUKH, JICHCHMA, HpO(l)I/IJIaKTI/IKI/I u pea6I/IJII/ITaIII/II/I

KOHKPETHBIX 3a00JIeBaHUH, HAJTMUYUU 00OOCHOBAaHHBIX JTOMOJHEHUI/3aMeuaHuil K paHee yrBepkaEHHbIM KP,

HO He yanie 1 paza B 6 MecsIIeB.
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IMpunoxenue A3. CipaBouHble MATEPHAJIbI, BKJIKOYAS COOTBETCTBHE MOKA3AHNH K
NPUMEHEHHUIO U MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUS U 103 JIEKAPCTBEHHBIX
NpenaparoB, UHCTPYKIUH 110 MPUMEHEHHIO JIEKAPCTBEHHOT 0 IIpenapara

1. [Tpuka3z Munznpascorpazutust PO Ne 185 ot 22.03.2006 rona «O maccoBoM o0ciae0BaHUN
HOBOPOXJICHHBIX JETEH HAa HACIEICTBEHHbIE 3a00JIEBaHUS»,

2. [Tpuxa3z MuHuCcTEpCTBa 3ApAaBOOXPAHEHUS U COLMAIbHOTO pa3Butus PO ot 16 anpens 2012
r. N 3661 "O06 yrBepkaenuu [lopsaka okazaHus neauaTpudecKon momMormu"

3. [TocTanoBnenwue I1paButenscTBa Poccuiickoit @enepanuu ot 9 anpens 2015 romga Ne333 "O06
yTrBepxacHuH [IpaBui GopMUPOBaHUS MTEPEUHS CIICIUATH3UPOBAHHBIX TPOAYKTOB JICUSOHOTO MUTAHUS JIS
JIeTe-nHBAINJIOB"

4. ["ocymapcTBEHHBIN peecTp JIeKapCTBEHHBIX cpencTs: https://grls.rosminzdrav.ru

5. ®epnepanbubiii 3ak0H 0T 25.12.2018 Ne 489 489-D3 «O BHeceHUM M3MEHEHUH B cTaThio 40
®denepanbHoro 3akoHa "OO 00s3aTeNPHOM MEAMIIMHCKOM cTpaxoBaHuu B Poccuiickoit denepanun" u
®denepanbHbiil 3aKk0H "O0 OCHOBaX OXpaHbBI 3J0POBBS rpaknaH B Poccuiickoit denepanun" 1mo Borpocam
KJIMHUYECKUX PEKOMEH AUy,

6. [Tpuka3z Munzapasa Poccun Ne 1031 ot 28.02.2019 r. «O06 yTBep»)ACHUH MOPSAKA U CPOKOB
pa3paboTKN KIMHUYECKUX PEKOMEHAalNi, X mepecMoTpa, TUMOBOM (hOpMbI KIMHUYECKUX PEKOMEHAALUI
U TpeOOBaHMH K HX CTPYKTYpe, COCTaBYy M Hay4dHOM OOOCHOBAHHOCTH BKJIIOYAaeMOW B KIMHMYECKHUE
peKOMeHIaluu UH(OpMAaIIK.

1. [Tpuxaz MunzapaBa Poccum ot 13.10.2017 N 804H "OO yTBepKIE€HUU HOMEHKJIATYpPbI
MEAMIMHCKHUX yCIyr".

8. [Tpuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit @enepannn (Munsapas Poccun) ot
20 nexabpst 2012 r. N 1183u r. MockBa "O6 yrBepxkaeHMH HoMeHKIAaTyphl TOMKHOCTEH METUIIMHCKUX

pabOTHHUKOB U (hapMaIeBTUUECKUX PAOOTHUKOB".

9.
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Ipuioxkenue b. AJiropuT™MbI 1eHCTBUI Bpaya

HeonaranbHbIil CKpUHUHT WJIH
MalMeHT C TOI03PEHUEM Ha TraJlaKTO3EMHUI0

A 4

Jnarnocruka
l 7\
Koncynpramus
y H Jlmarunos
npoguisHoro MOATBEPKACH?
CHeTHancTa

Huerorepanus

MOHUTOpUHT NallMeHTa

JA
Huertorepanus
sbbdexTrBHA?
Koppekuus nuetst
TTA y HET
Huerorepanus

s pexTrBHA?



IMpuaoxenue B. Uudopmanus 1/ NauMeHTOB

I'anakmoszemun — 5>TO HacleICTBEHHOE 3a0o0JieBaHHE, XapaKTEePU3YIOIIMECs HapylICHHEM
MeTa0oaM3Ma rajlakTo3bl (YIieBoJ, 0Opa3yroIUiics MpU PaCILEIUIEHUH MOJIOYHOTO caxapa — JIaKTO3bl B
YKEITYJOUHO-KHUILIEYHOM TPAKTE).

KiuHuyeckue CUMOTOMBI — KJIACCMYECKOW  TajJaKkTO3€MUM  CTPEMMTEIBHO  PAa3BUBAKOTCA Y
HOBOPOXKJICHHOT'O peOCHKa B TEUEHHUE MEPBBbIX AHEH *KU3HM Ha (JOHE BCKAPMIIMBAHMS PYAHBIM MOJIOKOM
WIA aJanTUPOBAaHHOM JEeTCKOM MoOJO4YHOM cMechbio. CHMOTOMBI HOCAT HeCHelU(pHUUECKUIl Xapakrep:
BAJIOCTh, OTKa3 OT TIpyAau (OyTbUIOYKHM CO CMEChIO), CpBITMBaHHs, pBOTa IOCJIE €1bl, JKEITyXa,
reMOpparuuecKe BbICHIIIaHUs, KPOBOU3IIUSHUS, YBEIMUECHUE TIEUEHU U CEJIC3EHKHU.

C upenplo paHHEH IMArHOCTUKM M MNPO(MUIAKTUKA DPA3BUTHUSA YKAa3aHHBIX CHUMITOMOB (M/HIH
OBICTPOr0 UX KYHNUPOBaHMS) MPOBOJUTCS HEOHATAJIbHBIA CKPUHUHI, PE3yJbTaThl KOTOPOIO COOOIIAIOTCS
pOIUTENSIM 110 TellehoHy.

PonuTenu o0s3aHBl BHUMATEIBHO OTHECTUCH K TOJYYEHHOW M3 IIEHTPa HEOHATAIIbHOTO CKPUHHMHTA
UH(OPMALIMU U HEMEUIEHHO SIBUTHCS Ha MPUEM K Bpauy M/MJIH CBSI3aThCs C HUM MO Tele(oHy Jaxke eciu y
peGeHKa OTCYTCTBYIOT KIIMHUYECKHE KU3HEYTPOXKAIOIIUEe CUMIITOMBI. PellieHre o Ha3HaueHUHU U XapakTepe
JUETOTepaNuy NPUHUMAET Bpay.

Haznauenne naTtoreHeTnyeckoil 0e€31aKTO3HON/OE3rajlakTO3HON IUETOTepaliui C MEpBbIX JHEH
KHU3HU peOeHKa ompesenseT ONaronpuUaTHBIA MPOTHO3 TEUYEHUs ranakrozeMuu./luera mpu KiiaccMuecKon
TaJIKTO3EMHUH Ha3HA4YaeTCs MOKU3HEHHO.

[TarmeHT C ramakTo3eMuen IOJKEH HAXOOUThCS Ha JIUCHAHCEpPHOM HaOmoaeHuu. JleBOUKU C
rajlakroeMuen mnocie 12 jier JOJKHBI NMPOXOIUTH OOCIIEOBAHME Y TMHEKOJIOra JUIsi CBOEBPMEHHOTO

BBISIBJICHHS HAPYIIEHUI penpOlyKTUBHOM (PYHKITUH.
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IIpunoxenue I'l. O0mas cxema 00MeHa rajaKTo3bl

IHIOT eHHAS FAIAKTO34,
DCIOrEHHAS T IAKTO S, ofpasopannan npu obmene
NOCTYNAMIAS ¢ nunei CANKONPOTEHAOB 1
CNKOIHINIOB

FANK

I VAP rmokoia

>-<- —FAR3

V®-I'anaxrosa I 1oKko010-1-pocdat

L\

I'AJIT — dbepment ramakro3o-1-hocharypuaunrpacudepasa;
I'AJIK — ¢epMeHT rajlakToKMHa3a;
T'AJID — pepment Y ID-ranakro3o0-4-snumMepasa (dnumepasa).
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Ipuiaoxkenue I'2. PacimiudpoBka npumMedyaHuu

*%

— JIGKapCTBEHHBINA MpemapaT, BXoasmuidi B [lepeueHb >KM3HEHHO HEOOXOIUMBIX M BAKHEHIIIMX
JIEKapCTBEHHBIX MPENapaToB i MeAuIUHCKoro npuMeHenus Ha 2019 roa (Pacnopsokenue [IpaButenbcTBa

P® ot 10.12.2018 N 2738-p)
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